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IMPEANCJIOBHE

[leauatpus — 3TO pa3zen MEIUIMHBI, KOTOPbIM 3aHUMAETCsl U3yYeHHEM JIETCKUX 3a00seBa-
HUM, a Tak)ke MeTOI0B Tepanuu 6onesneit y nereit. [lo onpenenenuto C.D. X0TOBUIIKOTO, OCHOBO-
II0JIOKHMKA PYCCKOM IeauaTpuu, JaHHoMy B 1847 rony B poccuiickom pykoBojcTBe «llenusarpu-
Ka»: «eCTh HayKa 00 0COOEHHOCTSIX, O0JIE3HAX U OTPABJIECHUAX JIETCKOTO OPraHn3Ma, KOTOpas OCHO-
BaHa Ha OCOOCHHOCTSIX JICUEHUs JETCKUX OO0JIe3HEH M COXpaHEHUHU MX 310poBbsi». [ 1aBHas 3a1ada
NeUaTPUU — BO3BPALCHUE WIN COXPAaHEHHME 37I0POBbs PEOCHKY, KOTOpOe Obl MO3BOJSIO €MY B
MOJTHOM Mepe pean30BaTh BPOXKICHHBIA MOTEHIIMA )KU3HH.

Kak u 1106010 Bpaya, me1uaTpoB OLEHUBAIOT MO OMBITHOCTH U YPOBHIO KBanudukanuu. [To-
3TOMY OYEHb TPYJHO OBIBIIMM BBHITYCKHHKAM 3aCIyXUTh YBakeHHe W aBTopHUTeT. s meamuarpa
Ba)XHO 3HAHME JECTCKOI IICUXOJIOTUH, BeIb PEOCHOK JI0JKEH TOYYBCTBOBATh, YTO JOKTOP XOYET EMY
6mara, 4To OH A0OpHIi U Xopowuii. [lequarp nomkeH 0baanaTh OTIIMYHBIMU 3HAHUSIMU B CBOEH 00-
JIacTH, YMETh B JII000M CUTyaIMK 0Ka3aTh NPO(ECCHOHAIBHYIO TOMOILb.

B nanHOM MeTonM4eckoM 1ocoOMM MpeACTaBIEHbl OCHOBHBIE aKTyalbHbIE KilaCCU()UKALUU
JETCKUX OOJIe3HEH, ONpeNesIeHUs] OCHOBHBIX HO30JOTHYECKUX (OPM M KJIACCU(PHUKALMA HEOTIIOXK-
HBIX COCTOSTHUM.



I''TABA 1. AHOMAJIMU KOHCTUTYIHUU U TUATE3bI

Koncrurynms (;1at. constitutio — ycTaHOBIIEHHE, OpraHU3aIMsl) B MEIUIIMHE — COBOKYII-
HOCTh OTHOCHUTEJIBHO YCTOWYMBBIX MOP(OIOrHUECKUX U (PYHKIIMOHAIBHBIX (B TOM YHUCIIE IICUXOJIO-
TMYECKUX) CBOMCTB YeIoBeKa, 00yCIOBICHHAs HACIEACTBEHHOCTBIO, BO3PACTOM, a TaKXKe JITHTEIb-
HbIMU U (WJIM) UHTEHCUBHBIMU BIIMSHUSIMU OKPY)KAIOIIEW Cpelbl, orpeaensiomas (pyHKIHOHAIb-
HbIE CITIOCOOHOCTU M PEaKTUBHOCTH OPraHU3MA.

AHOMAJMU KOHCTUTYUHMH — 3TO COBOKYITHOCTh KOHCTHUTYIIMOHAIBHBIX OCOOEHHOCTEN Op-
raHu3Ma JeTel, KoTopasi omnpezelisieT HeaJeKBaTHYI0 (aHOMAJIbHYIO, Yallle THIepEePrudecKyro) ero
PEaKTHUBHOCTh. TepMHH «aHOMaJIMM KOHCTUTYIIMH» BO BpadeOHOW MpPAKTUKE B IMOCIEIHEE BpEeMs
UCTIONB3YIOT PeXKe U 3aMEHSIOT TOHATUEM «IHATE3.

JMuate3 (rped. diathesis — CKIOHHOCTH K 4eMY-JIH00, MPEAPACTIONOKEHNE) — Te€HETUIECKU
JeTepPMUHUAPOBAaHHAsE OCOOCHHOCTh OPraHU3Ma, OIPENeIAoNniasi CBOeo0pa3ne ero aJanTUBHBIX pe-
aKIMi U Ipeapacronaraonias K onpeAesNeHHol rpymnmne 3a00jaeBaHuil, TO €CTb TEPMUH «IHATE3»
SKBHUBAJICHTEH TEPMUHY «HACIIEICTBEHHOE MPEIPACTIONOKECHHUEN.

Knaccupukauus 1uare3on:

1. DkccynaTuBHO-KaTapadTbHBIN

2. Annepruyeckuii

- Atonuueckuit

- AYTOUMMYHHBII

- Undexumonno-amnepruyeckuii (MMMYHOKOMIUIEKCHBIN )

3. Jlumparuko-runomnacTudeckuit (InMQpaTHICCKU)

4. HepBHO-apTpUTHYECKHI.



I'JTABA 2. JE@CUHUTHBIE COCTOSAHUA

Hedunurtasie coctosnus (JIC) — rpymnmna 3aboneBaHuii, PeUMYIIECTBEHHO y JIeTel paHHe-
ro BO3pacTa M IMOJPOCTKOB, MPUUYNHONU KOTOPBIX SIBJIAETCS JTMOO HEJOCTATOYHOE IOCTYIUICHUE U3
MUY, TH00 M30BITOYHBIE MTOTEPH, JINOO Majast YTHIU3AIMs TEX MM MHBIX BEUIECTB B OpPraHU3ME.
JIC MoryT KacaThCsi OCHOBHBIX MHIPEJINCHTOB NMHUINHU: BOJIBI, OCIKOB, KUPOB, YIIIEBOJIOB, BUTAMHU-

HOB, MUHCPAJIBHBIX BCIICCTB.

Buabl 1eUUMTHBIX COCTOAHMIA:
1. T'unotpodus (rpeu. hypo — mox, Huxke; trophe — nuTaHne) — XPOHUIECKOE PACCTPONCTBO IMH-

TaHUA C ,Z[Gq)I/II_[I/ITOM MacCChI T€J1a.

2. [TapaTpodust — XpOHUYECKOE paCCTPONCTBO MUTAHUS y peOeHKa ¢ Maccoil,

OIM3KOI K HOPMAJIBHOM O €ro BO3pacTy U JJIMHE Tea.

3. 'MmoBUTaMUHO3EI.

Tabmauma 1

Knaccupukanus XpoHH4eCKNX PacCTPOMCTB MUTAHUS
(Baiiuena I'.A., Ctporanosa JI.A., 1981)

Tun gucrpo- Iprnyunb!
(b (1to coot- Crenenn IIpoucxox-
HOIIICHUIO Tlepuon
MAaccChl M AJIH- THKeCTH AcHHE JK30Ir¢HHbIC SHJAOI€eHHbIEC
HBbI TeJ1a)

lumoTpodus | Hauanb- IIpenartans- | AnumenrtapHas  (Oen- | JluaTe3ssl, mopoku

(orcTaBanue JIMT 11- | He1d HOE KOBO-DHEpTeTHIECKas pPa3BHUTHSA, XPOMOCOMHBIC

Maccel ¥ pocta) | 20% HE0CTaTOYHOCTH) Gosie3Hn

l'unocratypa IIporpec- IToctHa- Wudexumonnas ITepBuunsie

(paBHOMEpHOE I CHUpOBaHUE | TaIbHOE (mocnencTBus)

OTCTaBaHHE amr = 21- Tokcuueckast 9K3UMONATHH:

Mmaccel ¥ pocta) | 30% Ipenarains- a) NepBUYHbIC HAPYIICHHS
Crabummu- | Ho- Ha mouBe HeGmarompu- | pacIieluieHHsI M BCachIBa-

[Tapatpodust: 3anus MOCTHATANb- | SATHBIX YCJIOBWUH OBbITa, | HUS

a) ¢ npeobmana- | Il HOE pexumMa, BOCITUTAHHS 0) mMmOCIenCTBUS TATOJO-

HUEM Maccel | aMT > 31% TUU 0OMeHa BEIIECTB

HaJl POCTOM; PexonBa-

0) ¢ paBHOMEp- JIECIIEHIIH NmvmyHOme U THEIE,

HO U30BITOYHEI- HEHPOIHIOKPUHHEIE  CO-

MH Maccoil CTOSHUS 3a00JICBaHUS W

poctoM Ip.

2.1 PAXUT

Paxut - (rpeu. rthahis — crninHHO# Xpeber) — 3aboeBaHue ETEi TPYIHOTO U PAHHETO BO3-
pacTta ¢ paccTpOMCTBOM KOCTEOOpa30BaHUS M HEJOCTATOYHOCTHIO MUHEpAIU3AlMUA KOCTEH, BEIy-
MM TATOTEHETHYECKUM 3BEHOM KOTOPOTO SIBISICTCS AePUIIUT BUTaMUHA D U ero akTUBHBIX MeTa-
00JMTOB B TIepHO.1 Han0oJIee MHTEHCUBHOTO POCTa OpraHU3Ma.

Tabmuma 2



Knaccupurkauusa paxura (Aynuukuii C.O., 1947)

ITo nepuony 6ose3Hn Io Ts:KecTH Mpomecca Ilo xapakTepy TeueHHsI
HavanbHerit | — nerkas Octpoe

Pasrapa Il - cpenueit TsoKkecTH TTogoctpoe

Pemaparnun 1 - Tsorenast Penmnusupytomee
OCTaTOYHBIX SABICHUN

2.2. CITIABMO®DNJIUA

Crnasmoduius (rped. spasmos — crasm, cyaopora u philia — npenpacnoioxeHue, CKIOH-
HOCTh; CHH.: JIeTCKasl TeTaHMs, TETaHUs paXUTHUYecKas) — 3a00JIeBaHUE JE€Tel MPEUMYIIECTBEHHO
pPaHHEro BO3pacTa, XapaKTepHU3YIOLIeecss CKIIOHHOCThIO K TOHUYECKUM U TOHMKO-KJIOHUYECKUM CY-
JI0pOraM, JIPYI'MM MPOSIBJICHUSM MOBBIIIEHHOW HEPBHO-MBILIIEUYHONW BO30YIMMOCTH BCIIEICTBUE IO-
HIDKEHUS! YPOBHS MOHU3UPOBAHHOTO KAJIBLUS B SKCTPALEUIIOISPHON KHUJIKOCTH, KaK IMPaBUIIO, HA
done ankanosa.

Kanaccnduxanusa cnasmoduimii (Jlenckuit E.M., 1945)

1. CkpsiTas (J1TaTeHTHAas);

2. SIBHas (maHu(ecTHas) ¢ NPOSBICHUSIMM JIAPUHTOCHAa3Ma, KapIoleJalbHOTO CIa3Ma,

SKJIAMIICUH MJIH UX COYETaHbIe (DOPMBIL.

2.3. XEJE3OAE®UIUTHBIE COCTOSHUS
JebunutHbie aHeMun
1. KenezonedunurHas aHeMus;
2. Merano0aacTHBIC aHEMHUU:
2.1. ®onueBoaehUIIUTHAS AHEMUS;
2.2. Buramun-B12-gedunutHas aHeMus.



TJIABA 3. IUXOPAJIKA U TUIIEPTEPMHUM Y JIETEH

Jluxopanka (febris, pyrexia) — Hecnernuduueckas 3alMTHO-IIPUCIIOCOOUTENIbHAS PEAKIIUS
OpraHu3Ma Ha JeHCTBHE MaTOTeHHBIX pa3Jpa)kKUTENel, BEIpaKaoNascsa B IepecTpoKe TePMOpEry-
JSIIMM Ha TTOJIepKaHue O0JIbIIero, YeM B HOPME, YPOBHS TEIJIOCOACPKAHUS U TEMIIEPaTyphl Tela.
['uneprepMuss — MOBBIIICHUE TEMIIEPATYphl TENa, HE BHI3BAHHOE MUPOre€HAMHM, NMPU KOTOPOM HET
MEePECTPOUKH TEMIIEPATypHOTO FOMEOCTas3a, TO €CTh TEPMOPETYIISIHS HapylleHa, pa3danaHcupoBa-
Ha.

Craauu JIMX0paJ0yHOro npouecca:

1) cragust nogbemMa TemiepaTypsl (stadium incrementi);

2) CTOSIHUSI TEMIIEpaTyphl Ha BRICOKUX Iudpax (stadium fastigii);

3) mageHus BEICOKOW Temmeparypsl Tena (stadium decrementi).

I1o cTeneHu MOBBIIEHUS TeMIIEPATypa TeJIa MOKeT ObITh:

— cyodebpunbHas (1o 38 °C);

— ymepenHas pebpunphas (38,1-39,0 °C);

— BoIcOKas ¢edopmibHast (39,1 °C u BeIIe);

— runepriupekcuueckas (Boime 41 °C).

ITo Tunmy TemneparypHoii kpuBoii (puc 1-9):

1) nocrosiauas (febris continua), cyTouHble KojeOaHusl TeMIepaTypsl He npepbimaiot 1 °C
(TunmuHas ams TUGOB);

2) nocnabinstomias (febris remittens) — cyTtounbie kojebanust 6onee 1°C (BupycHble, Oax-
TepuagbHble HHPEKIIHH ),

3) nenpaBuibHas, WK arunuyHas (febris irregularis, febris atipica) BeIcOKast I YMEPEHHO
BBICOKasl TeMIlepaTypa Tejia, CyTOUHbIe KojeOaHus pa3IuuHbl U HE3aKOHOMEPHBI (HanboJsiee 4acThlii
BH/JI JTUXOPAIKHU TIPH JIFOOBIX MHPEKITHX );

4) wsnypstromas (febris hectica), mpeacrasisiromas codoi coueTanne mocaadIsSromEel U He-
IIPaBWJIbHOM JINXOPAJAKH, C CyTOUHBIMH pa3MaxaMu TeEMIIEpaTypsl Tela, IpeBblaromuMu 2-3 °C;

5) nepemexaromasics (febris intermittens) — kpaTkoBpeMeHHBIE MEPUO/IBI BEICOKOW TEMITe-
patypsl Tela COUeTaroTCs C MePHOAaMU ATMPEKCUU, HOPMAIbHOM TeMIIepaTyphl Tella B TEUEHUE Cy-
TOK (THOWHBIE MH(pEKIUH, TyOepKyse3, peBMaTH3M); OObBIYHO YTPOM TeMIIepaTypa Teja HOpMajb-
Hasl, HO K Beuepy OTMEYaeTCs €€ 3HAaUUTEIbHOE MOBBIIIEHNE, HO TIPU PEBMAaTOUIHOM apTpUTe, CyO-
cencuce Buccrnepa — ®ankoHHn HaOII01al0T 0OpAaTHBIE COOTHOIICHUS (MHBEPCUBHBIN THI);

6) BosBparHas (febris recurrens) — xapakTepHO YepeIOBaHHE JIMXOPATIOUYHBIX MPHCTYITOB
(2-7 nueit) ¢ nepuogamu anupekcun 1-2 qHs (MaNIpusi, BO3BPATHBIN TH(, epHOAMUYECKas 00JIC3Hb,
g dy3HbIe 00TIE3HN COCTUHUTEILHON TKaH! U Jpyras UMMYHOIIATOJIOTHS);

7) «1mo/1BO/THAsI TMXOPaJIKa» — TEPMUH, MTPEIOKECHHBIN B cBoe Bpems A. A. Kucenewm, moxu-
pa3yMeBaBIIMM I10]1 HUM JHEBHbIE KoJeOaHHs TeMIepaTypsl Tena, npespimaromue 1 °C, XoTs Mak-
CHMaJIbHas TeMIIepaTypa Tejla — HOpMaibHas win cyogeOpunbHas. B ero Bpems (Hayano mpormio-
r'0 BeKa) 3TO OBLJIO HEPEIKO MPU3HAKOM TYOEPKYJIC3HON HHTOKCHUKAIIUH.
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Puc 1—9. Pazan4yHbie BUAbI TEMIIEPATYPHBIX KPUBBIX
Puc 1—7 Jluxopaaku: puc. | — mocTosiHHAS; pUC. 2 — MOCIA0JIAIOmAas; pyuc. 3— mepemMeKaronias-

csi; puc. 4. — TEKTUYECKas; puc. 5 — BO3BpaTHasA; puc 6 - BOJIHOOOpPa3Has; puc. 7 — HENpPaBUIIb-
Has. Puc. 8. Kpusuc. Puc. 9. JIusuc.

Tabmuua 3

Knaccupukauus 1antejbHbIX cy0¢eOpuiauTeToB U peOpHIbHBIX COCTOAHUH Yy IeTeil

(bpsizrynos U. I1., 1984)

OTHo1IEeHHE K 0C-

IMaTodusunonornyeckas

Jrioxto- HOBHOMY JHATHO- XapakTep 0CHOBHOTO 3200/1eBaHUsI OCHOBAaMNOBBILIEHUSI
st 3y TeMImepaTyphl Tejia
Tunmeptep- | Umeer camocrtosi- | 1. JlnmutensHbiil cyodeOpminteTe Hamu- | CMEIIeHUE YPOBHS pery-
MHUS HENW- | TCIIbHOE 3HAYCHUE | YMEeM OYaroB XPOHHYECKOW WH(QEKIUU | JTUPOBAHUS TEIIOOOMEHA.
POTEHHOTO (XpOHUYECKUI TOH3WILINT U JIp.); CHmKeHHasl TEIUI00Ta4a.
TIPOUCX 0K~ 2. lnurenpHbiil  cyOpeOpunurer 6e3 | HopmanbHast — Teruiompo-
JIEHUS 04YaroB XpOHHYECKOW MHPEKIINU JTYKITHS

He umeer camocto-
SITEJIBHOIO  3Haue-

HUsA

Cy0debprnreT IpH pa3iIndHbIX 3a00-
JICBaHUSAX M COCTOSIHUSIX: THUIIOTaJIaMH-

YCCKHUC CUHAPOMBI, DOHAOKPHUHHBIC 3a00-

Termmonpomyknys TOBBI-
[I€Ha.
TemnooTnaua MOBEIIIEHA.
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JieBaHUS (THUPEOTOKCUKO3, (HEeoXpoMo-
IIATOMA ¥ JIp.), OTPaBJICHUE CaJIHIIFIIA-
TaMH, 3JI0KAYECTBCHHAs TUIICPTEPMHUS,
OKOTH | JIp.

Termonpoaykuust  mpe-
BBIILIACT TEIUIOOTAAY Y.

Hdedexr mortepu Teruia
NP1 HOPMAaJILHOW TemIio-

MIPOTYKITAN

I'uneprep-
MU ITUPO-
TEHHOTO
MIPOUCXOXK-
JeHUs

He umeet camocto-
SITEJILHOTO
3HAUECHUS

1. MudexunonHo-amiepruueckue 3a0o-
JIEBaHUS: KOJUIAr€HO3bl, TyOepKyJe3 u
ap.;

2. Annepruveckuie 3a00ICBaHMS;

3. Tematonormueckue 3aboieBaHUS
(yefiko3, anHeMun);

4. 310KaveCcTBEHHBIE HOBOOOPA30BaAHNS,

5. lpyrue 3aboneBanus

IIpuunna IOBBIIICHUS
runorajamMudyeckoro  Set
point:

- DHJIOT€HHBIN TUPOTEH;

- CHIDKCHHE TEIUIOOTHA-
qu;

- TIOBBIIIEHUE TEILIONPO-
JTyKIHH

Kaaccnpukanust KInHH4YecKuX GopM runorajaMmuyeckoro cuuapoma (1965):

1) HEelipoOOMEHHO-2HJOKpUHHAS;

2) BereTaTuBHO-BUCIIEPATILHO-COCYANCTAS;

3) ¢ HapyIIEHHEM TePMOPET YIS,
4) ¢ HapyIIeHHEeM CHa 1 OOJPCTBOBAHUS;
5) runoraraMuvecKas IUICTICHS;

6) HEepBHO-MBILLICYHAS;
7) HepBHO-TpoduUecKas;

8) HepBHO-TIcCHXWYecKas (ICUXOIMATOIOTUYECKAs).

10




I''TABA 4. BOJIE3HU OPT’TAHOB /IBIXAHUSA

OcTtpble OpoHX0JIeroYHbIe 3200JIeBAHUA Y J1eTel:
1) octpsiii OpoHXHT (TIPOCTON);
2) oCTpbIif OOCTPYKTHUBHBIH OPOHXUT, OPOHXUOIINT;
3) OCTpBIi OOTUTEPUPYIONIHIT OPOHXHUOIIHUT;
4) peuuaAMBUPYIONIHi OPOHXUT;
5) peruauBHUPYIONIHIA OOCTPYKTHBHBIN OPOHXUT;
6) ocTpast THEBMOHWSI.

XpoHnueckne OpoHX0JIeroYHbIe 3200/1eBAaHUA Y J1eTell:
1) XpoHUYECKHI OPOHXUT;
2) XpOHUYECKUI OPOHXHOIHT (C 00JIUTEepaLueii);
3) XpoHHYECKasi THEBMOHHSL;
4) MOPOKM pa3BHUTHS TPaXxeH, OPOHXOB, JIETKHX U JISTOYHBIX COCY/IOB;
5) OpoHxo0JIeroYHast JUCTLIA3MS;
6) rpymmna aapbBEOIMTOB (IK30TCHHBIA aNIEPTHUECKUI albBEOJIUT, TOKCHUCCKHI (prOpO3UPYIOIIHit
QJIbBEOJIUT, UAMONATUYECKHH (HUOPO3UPYIONINI aJTbBEOJIHT);
7) IJICBPHTHI;
8) OpoHxuanbHast acTMa.

4.1. Octpwlii crenosupywimii japunrorpaxeut (OCJIT, KPYII)

OCJIT, KPVII (oT aHrI. mOTI. Croup — KapkKaTh) — BOCHAJICHUE CIM3UCTON O0O0JIOUKH
TOpPTaHH, COMPOBOXKAIOLIEECS] OCUILJIOCTHIO WM OXPUIUIOCTHIO T0JIOCa, JAIOMIMM, KapKarolluM
KallUIeM U 3aTPYJHEHHEM JbIXaHus (MIPEUMYIIECTBEHHO Ha BAOXE).

Craaum kpyna:

1 cranusa
- Ipu HEOOJBIIIOM CTEHO3€ 3a CUET YBEIMUYEHUS paOOTHI ABIXaHUS B 2 pa3a ra3oBbIii COCTaB KPOBU
MOJIICPIKUBACTCS B HOPME,

- Ipu PU3NYIECKON HArpy3Ke MOKET BO3HUKHYTH JbIXaTelIbHas HEIOCTATOYHOCTH MEPBOM CTEIEHU
(AH1);

- B [IOKOE€ OJIBILIKU HET;

- CEplIEYHO-COCYAMCTAasA CUCTEMA HE U3MEHEHA U TaXUKAPAHs COOTBETCTBYET CTEIIEHU JIMXOPAIKH.

II cragus
- MPOTPECCUPOBAHKE CTEHO3a; paboTa NbIXaHUs YBEIMYUBAETCS B 3-4 pa3a MO CPaBHEHUIO C HOP-
MOii;

- BO BpeMsi OTHOCUTEIHHO CITOKOWHOTO JBIXaHUS 33 CYET YBETUYCHUS MHHYTHOTO 00beMa JIbIXaHUs
(MOQ) - reanennus k canxernio pCO,- TUIIOKAITHUY;

- cHmxeHne p02- TUmoKcHs, KOTopas MU Harpy3Ke yCUIIMBAETCS;

- npu3Haku /IH.

III crapus
[Tocrosiuabie npusHaku [AH2;

- paboTa neixanus B 5-7 pa3 0olblie, 4eM B HOpME, U CHIDKEH MUHYTHBIN 00beM apixanus (MO/I);
- pa3Hasi CTCIIeHb BBIPAKEHHOCTH TUIIOKCEMUH, TUIICPKATTHUY;
- CMEIIIaHHBIN PeCIUPATOPHO-META00TNISCKUAITII03;
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- IpUHIMNHATIBHOE oTauure ot Il craguu - mosBieHHEe MPU3HAKOB CEPJICYHOCOCYAUCTOIN HeaocTa-
tounoctr (CCH) II crenenu.

IV cragus
- [Toctosunbie npusnaku JIH u CCHILL.

CreneHnu Kpymna:
1 cTeneHb - KOMIEHCMPOBAHHBII KPyN
- OCHUILIOCTb, OXPHUIUIOCTh I0JIOCa MOKET OBITH MTPOTPECCUPYIOLIEH BIUIOTH 10 aQOHUU;
- YIIOPHBIN, CYXOW HaBA3YMBBIN Kalll€ib, @ 3aTEM - JIAIOLIUNA, KaPKAIOLIUHT;
- B nokoe Hu /IH, Hu cTpunopa, HU HHCIMPATOPHON OABIIIKY HET UM OHU MUHUMAJIbHBI,
- IepEYUCIICHHBIC TPU3HAKY TOSIBIISTFOTCS TPU HArpy3ke (IUia4, KPUK, COCAHUE U3 POXKKA, KAIlleNb) U
- npoaoikatoTcst ot 20 muH 10 2-3 u;
II cTeneHnb - HEMOJHOM KOMIIEHCALIMH
- o0111Iee COCTOSTHUE CPETHEH TSHKECTH, OECITIOKONCTBO;
- CTPHUIOP, CIBIIIMMbIN Ha PACCTOSHUU;
- TOJIOC OYEHb OXpHUIIIni (Jame adhoHus);
- UHCTIMPATOpHAs OJIbIIIKA C yYaCTHEM BCIIOMOIaTeIbHOM MYCKYJIATyphl B aKTe JbIXaHud (pa3ayBa-
HHUC KPBUILCB HOCA, BTAXKCHUC MATKHUX TKaHel micu, ﬂpeMHOﬁ )41 HOI[KHIO‘-IH‘-IHOﬁ SIMOK, HMXXHHX
MEXPEOEPHBIX TPOMEKYTKOB);
- IIpU Harpy3kax, PUCTyNax Kalulsd pe3KOe YCUIICHUE KIMHUYECKUX MPOSBICHUHN IIPOJOJDKUTEIb-
HOCTBIO 10 HCCKOJIBKUX YaCOB; TaxXUKapAHAd 60)11:111215{, 4YCM COOTBCTCTBYCT BBIPAKCHHOCTHU JINXO-
paaku;
- IOTJIUBOCTH;
- apTepuaibHOE AaBJIEHUE TIOBBIIICHO.
III creneHn - 1eKOMIIEHCUPOBAHHBIN KPYI
- 00111ee COCTOSIHHE TSKENO0e; 3aTPYAHEHHE BJI0Xa U BBIIOXA;
- ICpUOABbI 6GCHOKOI>'ICTBa CMCHAKOTCA NICpUuoaaMu aiuHaMuu, BAJIOCTH,
- 3aTOPMOKEHHOCTH;
- pe3kast 0J1eTHOCTb, MOTIUBOCTH, XOJOIHBIH MOT;
- HepHOpaHBHBIﬁ " aKpOIIMAaHO3, IMAHO3 KOHYMKA A3bIKa, YBCJINYCHUC IICUCHU, 3aCTOMHBIC ABJICHUS
B Jierkux — npusHaku CCH;
- mpu OECTIOKONCTBE TeHEPATM30BaHHBIN IMaHo03 — pu3Haku CCH;
- ayCKYJIbTaTUBHO - OCJIa0JIEHHOE JIbIXaHHE;
- OsIBJIEHUE <KBBINAZICHUN MyIbca>> (ApUTMUS, BBITIA/ICHHUE MTyIbCOBBIX BOJH Ha BIOXE);
- apTepualbHOE JABJIEHUE YMEPEHHO CHUXKEHO.
IV crenensn - achukcuyeckas
- IOCTOSIHHO OJIETHO-IIMAaHOTUYHbIE KOKHBIE TOKPOBBI, IINAHO3 EPUOANYECKH YCUITUBACTCS;
- apUTMHUYHOE UJTU MapajoKCcalbHOE JIbIXaHUE;
- Opagukapaus;
- apTepuanbHasi TUIIOTEH3US;
- OCTAHOBKA JbIXaHUA WU CGp,Z[G‘-IHOfI ACATCIIBHOCTH.

4.2. Xpounuecknii odmurepupyrommii 6ponxuoant (XOBb)
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XOBb — XpoHH4ecKkoe BOCIATUTEIbLHOE 3a00JI€BaHUE MEITKHX OpPOHXOB M OPOHXMOJI, XapaK-
TEPU3YIOIIEeCcs YaCTUYHOM WM TOJHOM OKKITIO3UEH JAUCTAIbHBIX JBIXAaTeNbHBIX MmyTel (pubdpo3Hoi
TKaHBIO ¥ KIIMHUYECKHU TPOSIBIISAIONIEECS CUMIITOMAMU HEOOpaTUMOIl 0OCTPYKITUH.

BapuaHnrsbl:

1. KOHCTpUKTUBHBIN;
2. [IponmudepaTuBHBII.

BapuaHThI 110 JIOKATH3AUN:

1) OTHOCTOPOHHUI «TOTAJBHBIN» (CHHIPOM Makeosa);
2) OMHOCTOPOHHHM «0YaroBbIily;

3) ABYCTOPOHHUMN «OYaroBbIN»;

4) «goneBon».

4.3. IIneBMoHnn

[THeBMOHMS — OCTpBIH WH(DEKITMOHHBIN MPOIECC, Pa3BUBAIOIIUICS B PECIUPATOPHOM OT-
Jiesie JBIXaTeIbHON CHCTEMBI ¢ BOCTIAIMTENIbHOW MHAMUIBTPAMEH JErOYHOW TKAaHH, 3allOJTHECHUEM
aJIbBEOJT SKCCYIATOM M KJIMHUYECKU MPOSBISIOMUNICS OO peakiueil opranu3Ma Ha WH(EKINIo
(Muxopajka, MpU3HAKK HHTOKCUKAIIMH ), KAIIeM, JIXaTeIbHON HEJ0OCTaTOYHOCTHIO (OBIIIKA, Yda-
CTHE BCIIOMOTaTeIbHON MYCKYJIATyphl B aKT€ JIbIXaHUS H JIp.), JJOKATbHBIMUA (PU3UKAIBHBIMU CUMII-
TOMaMH, I/IH(l)I/IIIpraTI/IBHBIMI/I N3MCHCHUSIMU HA peHTFGHOI‘paMMe.

Tabmuna 4
PatGouas knaccupukanmuss MHEeBMOHUI y aeTeil
Mopdoaornyeckas YcaoBus Tewerme TeyeHue
dopma HHPUUHMPOBAHUS Jlerounbie BueJsierounbie
OuaroBas BuebonbHUYHAS Octpas CUHIIHEBMOHMYECKHH Wndekunonno-
TUIEBPUT TOKCHUYECKHN
CermeHTapHas BuyTtpubonsanuHas 3arsxHas HIOK
(HO30KOMUATbHAS) MeTranmHeBMOHIYECKHN
OuaroBo-ciuBHas TUIEBPUT JABC-cunnpom
[Ipu mepuHATATHLHOM Cepaeuno-
Kpyno3sHnast UHPUIUPOBAHUN JlerouHas JecTpyKIusl | COCyaucTas HEIOCTa-
Abctecc nerkoro TOYHOCTh
WnTtepcTnnmanbaas VY GOJBHBIX ¢ IMMYHO-
nedurom ITreBMOTOpaKc PecniupaTtopHslii auc-
Tpecc-
[MnomHEBMOTOpaKC CHUHJIPOM B3POCIIOTO
THIIA

ITo 3THoJI0THH:
. ITneBMOKOKKOBBIC MTHeBMOHUU (Streptococcus pneumoniae);
. CtpenTokokkoBast mHeBMOHMS (Streptococcus pyogenes, Streptococcus viridans u ap);
. Cradpunokokkosas maeBmonus (Staphylococcus aureus u ap.);
. [TneBMOHMH, BbI3BaHHBIE Manoukoi AdanacseBa-Ilderiddepa (Haemophilus influenzae tum b);
. Kne6euemnesnas naesmonust (Klebsiella pneumoniae);
. ITHeBMOHWSI, BEI3BAaHHAS MTAIOUKOM crHe-3emeHoro raost (Pseudomonas aeruginosa);
. Mukomasmennas nuesMonus (Mycoplasma pneumoniae);
. Xnmamuauiinas naesmonuns (Chlamydia pneumoniae);

00O N O Ol WN P
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9. Xnmamuano3 HoBopoxkaenusix (Chlamydia trachomatis);
10. Opuurosnas naesmonus (Chlamydia psittaci);

11. Jlernonemnesnas naesmonus (Legionella pneumophilia);
12. BupycHble MHEBMOHHH (pecTupaTOpHO-CHHIMTHAIBHBIN BUPYC, BHpYC rpumia, [IMB);
13. [THeBmorucTHRIC MTHeBMOHUH (Pneumocystae cariniti).

Tabmuma 5
Kiunuko-i1adopaTopHasi XapakTepUCTHKA IbIXaTeJIbHON HEeI0CTATOYHOCTH
MPH OCTPOIi MTHEBMOHUU

I'azoBblii cocTaB KPOBH.

Cre- Iloka3zaTe/iu BHELIHET 0
KauHnyeckasi XapaKkTepUCTHKA KucjioTHO-0CHOBHOE
TeHb IbIXaHUS
cocrosinue (KOC)

JHI - Oppiika BapeupyeT; 0e3 yua- | - MO/l (MuHYTHBINH 00BeM AbIXa- | - ['a30BBI COCTaB KPOBH B IO-
CTHsI BCIIOMOTATEIEHOW MYCKyJa- | HHsI) YBEIHYCH; KOC HE M3MCHEH MO0 HACHIIIC-
Typel B aKTe JIbIXaHus; B mokoe, | - JKEJI (Ku3HCHHas EMKOCTh | HHE KPOBH KHCIOPOJOM yMe-
KaK IIPaBUIIO, OTCYTCTBYET; nerkux), P/l (pesepB apixanus) | peHHO cHIbKeHO 10 90% ( pa02
- llnano3 nepuoOpanbHBIA HEMO- | CHUXKEHBI; = 8,67 10,0 kIla), HO TpU nBI-
CTOSIHHBIN, ycmnmBatommics mpu | - O/l (o0bem neixanmsa) moBwl- | xanmu  40-50%  xucmopogom
OECTIOKONCTBE, MCUE3AOIMUNA TP | IIEHHBIA, TO €CTh KOA(OUIIMEHT | BO3pacTaeT 10 HOPMBI.
meixanun  40-50% KHCI0POAOM, | HCIOIBb30BAHUS Kuciopona | - Hampspkerue — yrieKuciioro
OJIETHOCTD JIHIIA; (KN02) camxken raza B KpOBH: OOBIYHO THIIO-
- Al (aprepuasibHOE IaBICHUE) karuust (paC02 mmwke 4,67 kxI1a)
HOpPMaJbHOE, pEeXe YMEpPEeHHO 6o paC02 B mpenenax HOPMBI
TIOBBIIIICHHOE, (5,07-5,35 xIIa).
- II/11 (oTHOWIEHHUE TyJIbCA K YHC- - 3aKkOHOMEpHBIX H3MEHEHMI
ny peixanus) = 3,5-2,5 :1; KOC ne ormeuaror.
- Taxuxapaus;
- [loBenenne He HapyIIEHO, TUOO
GecriokoiiHOE

JHII - Opprka B mokoe noctosiHHast ¢ | - MO/ yBenmues; - Kucnopoanoe HacsleHue
y4acTHeM BcroMoraTenabHoil my- | - JKEJI cHmkena Oonee, yem Ha | KpoBu  cocraBiasier  70-85%

CKYJIaTypHI B aKTC JIBIXaHHS, BTS-
KCHHUEM YCTYITUYUBBIX MECT TPYI-
HOW KIICTKH; MOXET OBITh H C
npeoOiaaaHieM BIOXa WU BEI-
Joxa, T. €. CBUCTSAIICCIBIXaHUC,
KPSIXTSIIUNA BBIJIOX;

-/ = 2-1,5 : 1; Taxukapausi.

- [luano3 mepuopaibHbIN, JHUIA,
PYK TIOCTOSIHHBIM, HE HCYe3aeT
npu apixannn 40-50% xuciaopo-
JIOM, HO OTCYTCTBYET B KHCIIO-
POJHOH Manarke;

- Denepanu3oBaHHass OJEIHOCTH
KOXH, TOTIUBOCTh, OJICAHOCTD
HOTTEBBIX JIOXK;

- ALl moBbItIEHHOE.

- IloBedgeHue: BSIIOCTh, COMHO-
JICHTHOCTb, aJHHaAMHs, CMCHSAIO-
masacd KpaTKOBPEMCHHBIMU  IIC€-
puogaMu Bo30YKICHHUS;

- CHIKCHHE MBIIIICYHOTO TOHYCA.

25-30%j;

- O u PII camxensl 1o 50% u
MEHeE OT HOPMBI;

- 1D (#pIxaTenbHBIA SKBUBAJICHT)
3HAUUTENBHO MOBBILIEH, YTO yKa-
3BIBACT Ha BBIPAKCHHOE CHIKE-
HUE YTWIM3alU{d KHCIOpoaa B
JIETKAX

(pa02 = 7,33-7,53 xIla);

- Ilpu npeobnamanun audpdy-
3HOHHO-PACIIPEICITUTEIEHBIX
PaccTpOWCTB Yalle OTMedaeTcst
HopMokamHus (paC02 = 4,67-
5,87 klla), BEeHTHSIIMOHHBIX -
runepkamnuus (paC02 Beire 6,0
k[1a);

- JIlpixaTenpHBIN WM MeTaboH-
yeckuii anumo3s pH 7,34-7,25,
nepumur ocHoBanuid (B E )
YBEJIMYCH JTHOO KOMIICHCHUPYET
THIICPKAITHHIO;

- VYpoBenb  OHKapOOHATOB
mw1a3mel (AB, SB) ompenenser-
Csl XapaKTepoM alua03a;

- CreneHb W BHJ HapyUICHHUI
KOC 3aBucsat oT cocTOSHHSA
reMOJIMHAMHUKH
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[Ipopomxkenue TabuIIbI 5

JIHII - Opprmika BelpaskeHHas (dactora | - MO/l cHmKeH; - Hacprmenue KpoBH KHCIIOpO-
nbixanus 6onee 150% ot Hopmer); | - XKEJI u O] cumxenst Gosiee, | nom Hmxe 70% (pa02 wHmxe
- Anepuommyeckoe  awixaHue, | yeM Ha 50%; 5,33 klla);
neproandecKky OpamumHod, ne- | - P/l paBen 0 - JlexoMIeHCUPOBAaHHBIA CMe-
CHHXPOHM3aLUs AbIXaHUs, Tapa- IIaHHBIA anuno3: pH Menee
JIOKCaJIbHOE JIbIXaHNE, 71,2;
- VMeHbIIEHUE WU OTCYTCTBHE - Bemnunna BE OGomee 9,87
JIBIXaTEJIbHBIX IIIYMOB Ha BJIOXE; k[la);
- [I/1 Bapsupyer; - YpoBeHs 6ukapbonaTtoB(AB 1
- Iluano3 reHepanu30BaHHBIN; S B ) u GydepHBIX OCHOBaHHIA
MMEeTCs [HaHO3 CIM3UCTHIX 000- (BB) camxen
J04YeK, r'y0d, He TPOXOOUT TPH
neixannu 100% kucimopomom;
- OT™MeuaroTcsi TeHepalTi30BaHHAS
OJIETHOCTh U MPaMOPHOCTD KOXKH,
JIATKHHA TI0T;
- AJl cHIXEHHOE;
- [oBenmenme: BAJIOCTH, COMHO-
JICHTHOCTh, CO3HAHHE W PEaKINH
Ha 00JIb MTOAABJICHBI,
- BelpaxxeHHOE CHIDKEHHE TOHYca
CKEJIETHBIX MBIIIL; KOMa;
- Cynoporu

I/IHTepCTI/IHHaﬂbeIe ITHEBMOHHH
Tuner:

1. ManudecTHbIi, OCTpHIif;

2. ManocuMnTOMHBIN, TOJOCTPHIi.

Tabauua 6

KinHuko-1a00paTopHasi XapaKTepuCTHKA CTeNeHell TOKCHKO03a Y JeTeil

(ITanasin A. B. u Hp10yabkun J. K., 1995)

Kannnyeckne cuMnToMsl
Crenenn Hapy- Oxpacka ko- Temme- Te-
HeHust Hepouas e yabe Al parypa JAuype3 KOC M-
cucremMa CJIM3MCTBIX TO-
000J109eK rexa KpHUT
Komnencuposannan
Wzmenenue cocy- | Uppura- Hopmanbhas Hopma | IToBel- | 39-39,5 Onury- pH B | VBe-
JIICTOTO TOHYCA TUBHasI WIM  TUIepe- | Win LIEHO "C. pus HOpME, -
(crazm npeka- | ¢asa WM | MU, yme- 3a Coor- BE 4eH
MHJUIIPOB)U co- pexxe  Omen- | peHHas | cyer HOIIICHHE HE HIDKE
HOBBIILICHHE MPO- | MHOJEHT- | HOCTb C Taxu- CHCTO- | KOXKHOH 7
HHULAEMOCTH HOCTb [IHaHO30M Kapaus | Jaude- U pek- MMOJIb/TT
COCYIHUCTOMN HOTTEBBIX JIOK | 10 180 | ckoro. TaJIbLHOMI
CTEHKH; K COCY- Y/mu | JIna- TeMIepa-
JIICTBHIM H CTONHU- | TYpHI
HapyHICHUSM Yeckoe | HOp-
MIPUCOEIUHSIOTCS B HOp- | MajbHOE
PEONIOTHYECKUE C Me WITH
BHYT- clierka
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CTas3bl
Ha HHXKCIIC-

JKaIIMX o-
BEPXHOCTSX
TeIa

pUCOCYIUCTOM MOBBI-
arperauuen HICHO
IPUTPOLUTOB
Cyb6Kkomnencuposannasn
[Torpebnenue Co- bnennocts ¢ | Taxu- IoBel- | Jlo 40 | Onuro- Hexom- YBe-
(akTOpoB  cBep- | mop,cpeaH | <KMpaMOpHBIM | Kapaus | LICHO °C. VBe- | -aHypusi, | NEHCH- Jiu-
THIBAHUS, emMo3roBas | > bi (4] 3a JUYUBA- | BO3MOX- | POBaH- YeH
NJIACTHHYATBIE KOoMa PHUCYHKOM. 220 cuer eTcs Ha HBIH
TPOMOBI, uano3 cmu- | ya./Mu | qua- pazHuLa | rematy- JIaKTaT-
HUHTEPCTHIIHAIb- 3HUCTBIX H CTONH- | MEXIy pust armmio3,
HBIA OTEK o0omoYex YECKO- | KOXKHOH pH
HOTTEBBIX JIOK ro U pek- MeHee
TaJIbHOM 7,25, BE
TeMIepa- o 11
Typoi MMOJIB/JT
Jexomnencuposannasn
ITape3 mepudepu- | Koma Cepo- Taxwu- Bonee CapIme Croiikass | Mera6o- | CHu-
YECKUX COCYJIOB, (cTBOMIO- nmuaHoTWYHas, | Kapamsa | tunud- | 40 "C aHypus Jde- JKeH
pe3koe IOBBIIIC- | Bad, «mpa- bi(s) Ha WA TH- CKUH u3-3a
HHE MPOHMIIAEMO- | TEPMH- MOPHOCTB>>, 220 THIIO- moTep- WA aHe-
cTH HaJIbHA) CUMIITOM yA./MH | TeH3UA | MHS CMelIaH- | MHHU
COCYIUCTON K 6emoro H WK HBIH
CTCHKH, nsaTHA>> Gojee | Opaau- HEKOM-
TpomM0603 3 cek, mnpu | Kapaus TICHCH-
MUKPOLIAPKYJIS- HaJIaBJIMBAHUU poBan-
UM, TaTOJIOTHYE- mamblieM  Ha HBIN
CKO¢E KOXY anuaos,
JIEIOHUPOBAHME - samka. Xo- pH 7,08-
KpOBH, JOJHBIE  TIAC- 7,14, BE
MeMOpaHoJIn3, TO3HBIE 6onee 11
KJIETOYHBIA OTEK KOHEYHOCTH, MMOJIb
MOXKET  OBITh
reMopparuve-
cKast
CBIIIb, THUIIO-

CepaeyHo-cocyaucThie paccTPOMCTB NpHU ocTpoii mHeBMOHMH Y AeTeid (M.b. Koran):
A. Tlo xapaktepy NOpa)keHHsI MUOKapa: JUCTpO(pusi MHOKapia, MUOKApP/IHT.
b. Ilo BenymeMy aToreHETU4ECKOMY CUHIPOMY:

L. [IperMy1IECTBEHHO Cep/IeUHAsl HEAOCTaTOUYHOCTh. Hapylenne cokpaTuTeabHON GyHKIUU

MHUOKap/a.

II. TIpenmy1iecTBEHHO COCYIUCTast HEJOCTATOYHOCTh:
1)u3menenue nepudepruyecKoro COCyIMCTOro COMPOTUBIICHHS (TIOBBIIIICHUE WM CHI)KCHHUE);

2) U3MEHEHHE BeJIMYMHbBI BEHO3HOTO IIPUTOKA K cepany (yBelIndeHHE YMEHbBIICHUE);

3) HapylieHne TeMOJMHAMHKHA MaJloTO Kpyra KpoBOOOpalleHHs (JIeroyHas apTepualibHasi TUIep-

TEH3Us1, BEHO3HBIN 3aCTON, CHHIAPOM THIIOBOJIEMHUN );
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4) Hapyienue GyHKIUN KaTMLIIPHOTO OT/IEIa COCYANCTON CHCTEMBI (CHHAPOM KamuUIIPOTPOQH-
yeckoi HegoctarouHocTH 1o B. . Ka3znaueeBy u A. A. /I3u3unckomy).

III. Cepneuno-cocyaucras HEJOCTaTOUYHOCTb.
B. Ilo cTeneHu TsKECTH CEpAeYHO-COCYAUCTBIX PACCTPOMCTB: JIETKasl CTEIIEHb, CPEIHEU TSKECTH U
TSDKEIasl.

4.4. Atenexkras
ATtenekra3 (rped. ateles — HEOKOHUEHHBIM, HETIOMHBIA U ektasis — pacTAruBaHUE, PACIIIH-
peHue) — MaToJOTHYEeCKOe COCTOSIHUE JIETKHUX, IPU KOTOPOM B allbBeojaX MapeHXUMBbI BCEro Jier-
KOTro (WJTM €ro 4acTh) TuO0 COBCeM HET BO3AyXa (amHeBMaTo3), 1100 Maio (TUIIOITHEBMATO3).
Kanaccudukanusa arenexrasos jerkux y aereii (M. U. Baaabsikuna):
ATeJieKTa3bl (AMHEBMATO3bI)
1. BpoxneHHBII:
a) TIEPBUYHBIN;
0) BTOPUYHBIMA.
2. IlpuoOpeTeHHBIN:
a) OCTPBIA;
0) XpoHWYECKUH (TIPUBOJUT K MHEBMOCKJICPO3Y WM KapHU(DUKALIUH).
Komnanc(runonneBmaro3)
1. PednexkropHbIii:
a) MOoCIeoNnepalluOHHbIN;
0) TpaBMaTHYECKHH.
2. HactynuBImui OT CAaBJICHUS U3BHE:
a) OCTPBIA;
0) XpoHHYECKHH (MPUBOIUT K MEPUOPOHXUATBHOMY (UOPO3Yy U TUTTOBEHTUIISIINN ).

4.5. Ilaespur

[TneBpuT — BOCHAaJICHHE TUIEBPHI ¢ OOPa30BAHUEM Ha €€ MOBEPXHOCTHU (MU CKOIICHUEM B
MOJIOCTH) BHITIOTA — OOBIYHO SIBIISIETCS BTOPUYHBIM, TO €CTh MIPOSIBIICHUEM JPYTUX 3a00ICBaHHIA.

I. Ilo smuonocuu:

1. UadexuronHbIe:
a) cneruduueckue (TyOepKyIe3HbIN U Ip.);
0) Hecnenupuueckue (MTHEBMOKOKKOBBIE, TeMO(MIbHBIC, CTAQUIOKOKKOBEIE, APYTHe OaKTepUalb-
HbIE, BUPYCHBIC, BBI3BAHHBIC CMEITaHHOM (II0pOii).

2. Annepruyueckue W Jpyrue UMMYHOIATOJNOTHYecKre (pU KOoJuTareHo3ax W ApYyrux 3abo-
JIEBaHUSIX);

3. OmyxoneBsble.

Il. I1o xapakmepy svinoma:

1. Cyxue (¢hbubpuHO3HEIC);,

2. DkccynaTuBHbIE (THOMHBIE, CEpO3HbIE, cepO3HO-(DUOPUHO3HbIE, THUIOCTHBIE, XUIIE3HbIE,
reMopparuieckie U CMellaHHbIe);

1. T1o pacnonoscenuro svinoma:

1. CBoOOHBI;

2. OcyMKOBaHHBIN (IIPUCTEHOYHbIE (KOCTAJbHBIC), BepXyIIeUHbIe, auadparmanbHeie (6a-
3alIbHbIC, MEMACTUHATLHBIC, MEKIOJICBEIC).
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IV. o onumenvrocmu meuernus 6bi0easaom:.
1. Octpsie;
2. XpOHUYECKHUE.

4.6. ITneBmMoTOpaKc

[THeBMOTOpaKC — MaTOJIOTUYECKOE COCTOSIHUE, IPU KOTOPOM B ILJIEBPAJIbHOM MMOJIOCTH UMe-
€TCsl BO3JIyX.

Pazaunuaror ciaexyromue Buabl nHeBMoTopakca (Can C. A., 1986):

Cnonmannwlil nHEEMOMOPAKC

A. TlepBuuHBI# (OTCYTCTBYIOT KIIMHUYECKHE IPOSBICHUS JIETOUHBIX 3a00JIeBaHUi);

b. BropuuHnsiii:

1) nedunut a1-aHTUTPUIICUHA;

2) MyKOBHCLIMJI03;

3) XpoHUYECKHE OOCTPYKTHBHBIC 3a00JIEBAHMSI JICTKHX

4) acTMaTHYECKHUH CTaTyC NMPU OPOHXUATHHOU acTME;

5) nH(pexnroHHbIe 3a00JIeBaHUsI JIETKUX (TYOEpKYyIIe3, IeCTPYKTUBHBIC THEBMOHHH H JIP.);

6) MHTEPCTUIIHAIbHBIC 3a00JIEBaHMS JIETKUX (203WHO(MUIIBHAS TPaHyJieMa U IPYyTUe THCTHO-

UTO3bI X);

7) uH(}ApKT IETKOro;

8) 3110KaueCTBEHHbIE HOBOOOPA30BaHUS JIETKHX;

9) ny4eBble MOPaXKEHUS JIETKUX;

10) nexapcTBEHHBIC BO3AEHCTBUS (JICUCHHE IIMTOCTATUUECKIUMH TIPETapaTaMu);

11) cunapom Mapdana;

12) 6one3np UeproryboBa—0Onepca— Jlanmoca.

Tpaemamuueckuii nHe6MOMOPaKc

A. Tlponukaroniasi TpaBma.

b. Tynas tpaBma.

Hampozennulii nneémomopaxc

1) TopakoreHres;

2) kaTeTepu3anus MOAKIIOUYNYHON BEHBI,

3) MmexaHn4eckasi BEHTHJIALNS JIETKHX;

4) mocneACTBUS XUPYPTUYECKOTO BMEIIATEIbCTBA;

5) KapauonyJIbMOHAIbHAS peaHuMaIus;

6) MyHKIIMOHHASI OUOTICHS JIETKOTO;

7) TpaHcOpOHXHMANbHAS M OpaHII-OHoNCHs Yepe3 OPOHXOCKOIT,

8) PHIOCKOMHS;

9) InarHocTUYECKUi THEBMOTOPAKC;

10) ne4eOHBII THEBMOTOPAKC.

Dopmbl KTUHUYECKO20 MeUeHUs RUONHEEMOMOpaKca:

[TepBas opma — octpas;

Bropas dopma — msrkas;

Tpetbst hopma — crepras.

4.7. Bpouxo3kraTnuyeckas 0o;ae3ub (bIb)
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BOb - npencrasisier coboii 3a0o0seBaHNe, OCHOBHBIM MAaTOMOP(OIOTHIECKUM CYOCTpaTOM
KOTOPOI'o ABJISACTCA PCrUOHAPHOC PACIIUPCHUC 6pOHXOB, MNPpEUMYIICCTBCHHO B HUKHUX CETMCHTAX
JICTKUX, COMPOBOXAAOIICCCA XPOHUYCCKUM HAHOUTCIIbHBIM MTPOIL[ECCOM.

I. ITo Teyenuro:
. JIerkoe;

N =

. Cpegnerskenoe;
3. Tsoxenoe.

I1. ITo (popme pacmmpeHust GPOHXOB:
. Hununapudeckue;

—

2. Memoryarsie;
3. CMelIaHHbIE.
I11. Ilepuon 3a001eBanus:
1. O6ocTpenue;
2. Pemuccus.

4.8. Ilopoxu pa3BuTHA OPOHXOB, JIEITKUX U JIETOYHBIX COCY10B
[Topok pa3BuTHsi — aHoMaliisg B OOJBIIMHCTBE CIIy4aeB BHYTPUYTPOOHOTO pa3BUTHSA, TO-
BJIEKILAs 32 cO00 TpyOble M3MEHEHUS CTPOCHHS U (PYHKLUH opraHa win TKaHu. [lopoku pa3BuTus
JIETKUX TUArHOCTHPYIOT y 1-3% ymepiinx HOBOPOXKICHHBIX M mpuMepHO y 1/5- 1/6 GonmbHBIX C
XPOHUYECKOH OPOHXOJIETOYHOH MaTOIOTHEH.
Kanacenpukanus (mo C. JI. JIu6oy u 0. H. JleBamony):
L. Ilopoku, ceazanmble ¢ HeOOpazeumuem op2aHa 6 Yeiom Uil e20 AHAMmOMUYECKUX, CMpyK-
MYPHBIX, MKAHEBbIX INEMEHMO8.!
a) areHe3us JIeTKuX;
0) aruta3us JIETKHX;
B) TUIIOIIA3HsI JIETKOTO MPOCTAast;
T') KHCTO3HAs THIOILIAa3uUs (MIOJMKUCTO3);
1) Tpaxeobpouxomeranus (cuaapoM Mynbe—KyHa);
e) cunapom Bunbsimca—KemmnOenna;
) BpOXKJIeHHas JojeBas sMpusema.
Il.Ilopoku, ceszanHvlie ¢ Hamuyuem uzObIMOYHLIX (000ABOUHBIX) OU3IMOPUOLEHEMUYECKUX
¢opmuposanuii:
a) 100aBOYHOE JIETKOE (710J1s1) ¢ OOBIYHBIM KPOBOCHA0KEHUEM HITH
0) ¢ aHOMaJIbHBIM KPOBOCHAOKEHUEM (BHEIOJICBAsI CEKBECTPAIIHS);
B) KHCTAa JIETKOTO C OOBIYHBIM KPOBOCHA0XKEHHUEM HITU
I') C aHOMaJIbHBIM KPOBOCHA0KEHUEM (BHYTPUIO0JIEBAsi CEKBECTPAIIH);
1) TaMapToMa U Apyrue OIMyXOoJIeBUIHBIE 00pa30BaHMUA.
1II. Heobviunoe anamomuieckoe pacnoioxcenue Cmpykmyp 1e2ko2o0, uHo20a umerouee Kiu-
HU4ecKoe sHauenue:
a) oOpaTHOe pacmoyiokeHue Jerkux (cuaapoM Kaprarenepa);
0) 3epKaIbHOE JIETKOE;
B) TpaxeaabHbIN OpOHX;
T') J10Jis1 HEMapHOW BEHBL;
1) IpOYHeE.
1V. Jlokanuzoeanmnvie (0cpanuyeHnvle) HapyuleHus cmpoenus mpaxeu u OpoHxXo8:

19



a) CTCHO3BI;
0) IMBEPTUKYIIBI,
B) TPaxEOIUIICBOIHBIC CBUIIIH.
V. Anomanuu Kpo8eHOCHbIX U TUMPAMUUECKUX COCYOO8 NESKUX:
a) CTEHO3bI JIETOYHOI apTEPUHN U €€ BETBEW;
0) BapUKO3HOE PaCIIUPEHUE JICTOYHBIX BEH;
B) apTE€PHOBEHO3HbIE CBUIIU JIOKATU30BAaHHBIE;
I') MHOXECTBEHHBIC apTEPHOBEHO3HBIC CBHINM 0O€3 YEeTKOH jokanmm3anuu (CuHIpoMm Panmio—
Ocnepa), muMbaHTHOIKTA3UH U IPOYHE aHOMATTUHU JTMM(PATHIECKON CUCTEMBI JIETKUX.

4.9. HaciencrBeHHbIe 3200/1¢BaAHUS JIETKUX
1. IlepBuuHas nunuapHas auckuHesus (cuHapoM Kaprarenepa);
2. Unnonarnyeckuit nuddy3usiii pudpo3 aerkux;
3. l'emocunepos nerkux (cunapom Llmnena-I'emnepcrenra);
4. Cungpowm [N'ynmacuepa,
5. CeMeilHbIN CITOHTAHHBIM MTHEBMOTOPAKC;
6. AJbBEOJISIPHBIA MUKPOJIUTHAS;
7. IlepBuuHas nerouHas runepreHsus (CHHApoM Aspca);
8. Jlerounas smdu3zema cemeiinas (HEIOCTATOYHOCTh a1-aHTUTpUIICHUHA - a1-AT);
9. Bponxuonoskraruueckas smpuzema Jlemike;
10. Topaxkenue ynerkux npu MykoBucuuaose (MB).
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I''TABA 5. AVNIEPTUYECKHUE 3ABOJIEBAHUSA

[To onpenenenuto B. U. [eikoro (2003): «anrepeus ecmv namonocuueckuil npoyecc, 8 oc-
HOBe KOMOPO20 NedHCUM NOpedHcOeHUe,8bl3bl8AeMoe peaKyueli UMMYHHOU CUCTNEeMbl HAd IK302eHHbLU
annepzemny.
OcHoBHbIE IPYyNNbI 3K30T€HHbIX AJ1JIEPreHOB
1. AspoannepreHbl — HaXOSAIIMECs B BO3yXE B 3HAYUTEILHOM KOJUYECTBE AJIJIEPTeHbI:
— TIBUIBLIEBBIC AJUIEPTeHBI (IEPEBHEB, TPAB, COPHSIKOB);
— aJulepreHsl JOMaIIHe Mbu (KOMITJIEKC ajlJIepreHoB JOMalllHel MbUIH, aljiepreHbl Kiemen a0-
MAIIHEH MBUTH, AJJICPTeHbl TAPaKaHOB);
— aJJIepreHsl rpuboB (BHEOMAIIIHKE, BHYTPUAOMAIIIHUE);
— SIUTENUN U APYTUE AJTICPTeHbI )KUBOTHBIX.
2. IIumieBsble ajaepreHsl.
3. JIekapCTBEHHBIE AJJIEPTEHBI.
4. AnnepreHsl sa )KalAIUX HACEKOMBIX.

K annepruvyeckum 3a60/1eBAHUSIM OTHOCHT:
. Ilonnuno3;
. ATonMueckuii JepMaTuT;
. KpanuBnuna u orex Ksunke;

1
2
3
4. AHapuIaKTHYECKUH IIOK;
5. CeiBOpoTOYHAsI 00JIC3HB;

6. AJJIEpru4ecKuii pUHUT,

7. Hpyrue anneprudyeckue 3a00eBaHUs BEPXHUX JIbIXATENbHBIX MyTeH ((hapuHTUT, TAPUHTUT, Tpa-
XEuT),

8. bponxuanpHas acTMma;

9. DK30TeHHBbII AJUIEPrUUECKUI abBEOJIUT.

5.1. KpanuBHuna
KpanuBHuiia — 3a0oneBaHue, XapaKTepU3YIOIIEECs PaCHpOCTPAHEHHBIM BBICHIIAHUEM Ha
KOKe 3yIAIIUX BOJABIPEH, MPeACTaBIAIONUX COO0M OTEK OIPAaHUYEHHOT0 y4acTKa, IJIaBHBIM 0o0pa-
30M COCOYKOBOTO CJiosl KOxkH. OTHUM U3 BUJIOB KPalMBHUIIBI sIBiIsieTcs oTeK KBHHKe (aHTMOHEBPO-
TUYECKHUH OTEK).
Knunnuyeckue popMbl KpanMBHUILBI:
1) Anneprudeckasi KparuBHUIIA;
2) XoomoBasi KpaluBHUIIA;
3) XonuHepruueckas KparnuBHUIIA,
4) KpanuBHuia (pu3an4ecKoro HarpsoKeHuUs,
5) ConmHeuHast KparuBHUIIA;
6) Jepmorpaduueckast (MexaHUUECKas ) KPAITUBHUIIA;
7) KoHTakTHas KparuBHUIIA;
8) KpanuHuna npu qudy3HbIX O0JIE3HIX COCTUHUTEIBLHON TKaH! (KOJUTareHo3ax);
9) KpanuBHuiia mpu reIbMHHTO3aX U IPYTUX Mapa3UTo3ax;
10) Unnonarudeckas KparnvuBHUIIA,
11) Octpast KpanuBHUIIA;
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12) Xpouuueckasi KpaluBHUIIA,
13) AuruoneBporudeckuii otek (oTek KBunke).

Kaaccnpuxanus kpamuBannbl (FINEMAN S., 1988)
1. UmMyHOOTHYECKH 00YCIIOBIICHHAS:
- aHapUITAKTUYECKHUI THIT,;
- IATOTOKCUYECKUI THUII,
- UMMYHOKOMIUIEKCHBIM.
2. AHadunakTouHas:
- BBI3BAaHHASI METUATOP-BBICBOOOXKTAFOIIUMHU ar€HTaMU,;
- aCIIMPUH3aBUCHUMASI.
3. ®usnueckas:
- nepMmorpagpudeckas (MexaHHUecKas);
- TeMreparypHas (X0JI0JJ0Basi U TEIIOBasl);
- XOJIMHAprUYecKas;
- KOHTaKTHas;
- BUOpAIIMOHHAS.
4. lpyrue BUIBL:
- UUOTIATUYECKAS,
- MaryJe3Has;
- MUTMEHTHA;
- CUCTEMHBIA MacTOIUTO3,
- UH(EeKIIMOHHAs KPaTUBHUIIA,
- Ko)kHasi popMa BaCKyJIMTa U APYTUe CUCTEMHbIE 3a00JIeBaHMS;
- 00yCIIOBJIEHHAs! HEOIUTACTUYECKUMU MPOIIECCAMU;
- SHJOKpUHHAS;
- ICUXOTeHHAs.
5. HacnenctBeHHble (pOpMbI KPAITUBHHILIBI:
- HACJIEJACTBEHHBIN aHTMOHEBPOTUYECKUH OTEK;
- HaCJIeICTBEHHAs XOJI0I0Basi KPAIMBHHUIIA,
- nepurut Cas;
- HACJI€ACTBEHHBIN CUHPOM, XapAKTEPU3YIOUTUIACS KPAMUBHUILICH, TITYXOTOW, aMUJIOUI030M.

Knaccupurkanusa kpanusauubl (B.U.IIbiukuii, 1987)

1. Annepruyeckas:
1.1. be3 conytcTByromux 3a00JIeBaHH OPraHOB MMUIIEBAPEHUN;
1.2. C conyrcTBYyIOmUME 3200JIEBaHUSIMHI OPTaHOB MUIIEBAPCHHH.

2. IlceBnoannepruueckas:
2.1. B cBs13M ¢ MepeHEeCeHHBIMU TeMaTOTOKCUYSCKUMH BO3ACHUCTBUAMH (MH(PEKIIUU — TEaTUTHI A.
B, mansipusi, OpromrHoi TH(, TU3EHTEPHUS; OTPaBICHUS — TPUOAMU, STUITUPOBAHHBIM OCH3UHOM);
2.2. B cBs3U C MOBBIIIEHHON YyBCTBUTEIBHOCTHIO K HEHAPKOTUYECKUM aHAJIbIeTHKaM (IIPOU3BOJI-
HbIE CAIMIIMIOBON KUCJIOTHI, TUPA30JIOHY, HECTEPOUAHbIE MPOTUBOBOCHAINUTEIbHBIE MpPENnaparhl),
TapTpasuHy;
2.3. B cBs13u ¢ mapa3uTapHbIMU 3a00JI€BAaHUSIMH.
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5.2. AHapuTAKTHYECKNH IOK

AHadunakTHYecKuil MIOK — BUJ AJUICPTrHYEeCKON PEeaKIMy HEMEJICHHOTO TUIA, BOSHUKAIO-
Ie MPU TOBTOPHOM BBEJICHUH B OPTaHU3M aJUIEPTeHA, B Pe3yabTaTe KOTOPOM BBIIEISIOTCS MEIHna-
TOPBI, BBI3BIBAIOIINE YIPOKaeMbIe IS )KU3HU HAPYIICHUS JCATEIbHOCTH KU3HEHHO BaXKHBIX Opra-
HOB M CHUCTEM (CepeyHO-COCYAUCTOH, nbixarenbHol, LIHC).

Kinunnuyeckue BapuMaHThI:
1. 'eMoguHAMMYECKHIA,
2. Acukcrueckuit;
3. LlepeOpanbHbIii;
4. AOGJIOMUHAJILHBII.

5.3. Ailepru4ecKuii puHUT

AnepruueckuM puHUTOM IPAaBOMEPHO Ha3bIBAIOT TOJIBKO TE CIy4al PUHUTA, B IaTOI'€HE3E
KOTOPBIX Beaylllas pojib NpUHAAISKUT ayieprun. [locneanee H0mKHO ObITH B KaXkIOM Clydae J0-
Ka3aHO C IIOMONIbIO KOMILIEKCAa COBPEMEHHBIX METOJIOB JUAIrHOCTHUKHU.

Knaccupukauus annepruyeckoro punura (MexayHapoanbiii KoHceHncyc mo auarto-
CTHKe M JieyeHuto punura (1993 r.)
1. Ce30HHBII - PUHUT, BBI3bIBAEMBII BUIBIION PACTEHUI;
2. KpyriioroguuHsbli - BBI3bIBAEMBIN PSAIOM 3K30T€HHBIX aJlJIEPIe€HOB, KOHTAKT C KOTOPBIMH BO3MO-
JKEH HE3aBUCUMO OT CE€30Ha roja.

5.4. Aronnyeckuii nepmatut (AJl)
AJl— XpoHHYECKOE ajuiepruieckoe 3a00IeBaHuEe KOKH, KOTOPOE, KaK MPaBUJI0, pa3BUBACT-
Csl y JIUII C TEHETHYECKOM MPEepactoiOKeHHOCThIO K aTOTIHH.
I. Ilo 6o3pacmy:
Mnanenueckas ¢opma - 10 3 Jer;
Herckas ¢popma - 3-12 ner;
IonpocTkoBas ¢popma - 12-18 ner;
B3spocnas ¢popma — mocie 18 ner.
Il. Ilo cmenenu msascecmu:
1. JIerkas;
2. CpenuHerspxenasi;
3. Tsoxenast.
1. ITo meuenuro
1. OcTpslii nepuox;
2. IlopocTpelit nepHoI;
3. Ilepuoxa kIMHUYECKOW pemuccuu 3a001eBaHus (TTOJTHAS U HETIOTHAS ).

5.5. PecnnupaTopHble a/L1epro3bl

K pecrnimpaTopHbIM anmiepro3am OTHOCAT 3a00JI€BaHUS, B MATOTCHE3e KOTOPBIX pelIaromnias
POJIb IPUHAIJICKUT aJUICPTUH, @ B KIMHUYECKOH KapTHHE Ha MEPBBIA IUIaH BBICTYAIOT MOPAXKECHHS
OpTraHOB JIBIXaHWUSL.

1. Annepruveckuii puHUT — 3a00JIeBaHUE HOCA, BBI3HIBAEMOE JUICPICHAMH U
xapakrepusyromieecs: [gE-3aBucumbiM Bocrianienuem (MexnyHnaponHoe pykoBoactso «Allergic rhi-
nitis and its impact on asthma initiative» — ARIA).
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2. Anyiepruyeckue CUHYCHTBHI,

3. Anneprudeckue (GapuHTHTEI,

4. Anneprudeckuii JapuHIUT;

5. Annepru4eckuil Tpaxeunr;

6. Anepruyeckuil OOCTpYKTUBHBIN OpPOHXUT.

Tabmauma 7

Knaccupukanus amiepruueckoro punura* (ARIA, 2001)
NHTepMUTTHPYIOIIMI - CHMIITOMBI
- MeHee 4 qHel B HEAEIO WA
- MeHee 4 Henenb

IMepcucTupyrommii - CHMITOMBI
- bosiee 4 nHEN B HENETIO WA
- bonee 4 Henenb

Jlerkumii Cpennerskenblii/ Tsikeabli

- HOPMAJIbHBIN COH; HaJu4ue, Mo KpaiHeill Mepe, OTHOro U3 CIEAYIOUIUX NpHU-
- HOpMaJIbHbI€ TOBCEIHEBHAs AKTUBHOCTb, 3aHSATHUS | 3HAKOB:
CIIOPTOM, OTIIBIX;

- HOpMaJbHas MPOQECCHOHANBHAS NEATCIBHOCTD HITH

yueba B IIKOJIE;

- HApYIICHUEC CHA;

- HapylIeHHUEC HOBCCZ[HCBHOfl AKTUBHOCTH, HCBO3MOKHOCTb
3aHATHI CIIOPTOM, HOPMAJILHOT'O OTJbIXA;

- OTCYTCTBHUC MYYHUTCIIbHBIX CUMIITOMOB. - HApYIICHUEC HpOCI)eCCI/IOHaJ'IBHOﬁ JACATCIbHOCTH WUJIN Y4C-

OBl B IIIKOJIE;

- MYYUTECJIbHBIC CUMIITOMBI.

* 11 mpu MHTEPMUTTHPYIOLIEM, U IPU NEPCUCTUPYIOIIEM PUHUTE BO3MOXKHO Kak JIETKOE, TaK W
CPEAHETSKEIIOE/TAXKETI0e TEUCHHE.

5.6. bpouxuaabHas actma (BA)

BA — amneprudeckoe 3aboieBaHMe, XapaKTEpPHU3YIOIIeecs MOBTOPHBIMH SMH307aMH 00-
CTPYKIIMH OPOHXOB, IMTaTOT€HETHYECKYI0O OCHOBY KOTOPOT'O COCTAaBIISICT MMMYHHOE BOCTIQJICHHE JIbI-
XaTeNbHbIX NMYTEH M TUIEPPEaKTHUBHOCTH OpoHXOB. Hapymienue OpOHXHMANbHOM MPOXOAMMOCTH
MPOSIBJISIETCS. OJIBIIIKOM, CBUCTSIIIUMH XPHUIIAMHU B JIETKUX, HEPEAKO CIBIIIMMBIMUA Ha PACCTOSHUM,
KalieM, 4YyBCTBOM CTECHEHHUs B rpyAu. Bo3HuKaromas oOCTpyKiust OpoHXOB oOpaTumMa Mo Aei-
CTBHEM IPOBOJUMOTO JICUEHUS JINOO CIIOHTAHHO.

Tabnuma 8
Knaccupukanus OpoHXMaJIbLHONH acCTMBbI y eTel
(.M. Boponuos, A./l. 3ucesbcoH)

®dopma Beaymue stronorunueckue | TskecTb ITepuon OcI0XHEHUS
(hakTopbl
1. Ummynoma- | I. Cencnbmmmzanmsi: 1. Jlerkast 1. Tpemmpuctyn- | 1. Atenekras

TOJIOTHYECKasl:
1) aronmue-
ckast

2)  UMMyHO-
KOMILJIEKCHAs

II. HeumyH-
Has:

1) maropeuern-
TOpHAs

2)  mucMmeTa-

1) wuH(peKuHOHHas, OIu-

JiepManbHasi, MUIIEeBas,
IbIIbIIEBAs, MEAUKAMEHTO3-
Hasl, TOJIMBaJICHTHasl (C Tie-
pEYUCIIEHUEM TpyYIN Herme-
PEHOCHMBIX aJlJIEPTEeHOB)

2) nHQEKIMOHHAS:

a) rpubKoBas

0) OaxTepuagbHas

II. NudexunonHas 3aBUCH-
MOCTbH

2. Cpennetsixe-
nast

3. Tsoxenmas

HBIH
2. IlpuctynHsiit
3. AcTtMatnue-

CKHH cTaTyc:
I cragus - orHO-

CUTEIIbHAsI  KOM-
TeHCAINS;

II cramgusa - ne-
KOMITICHCAIIHS;

III cragust - runo-
KCHUYecKas KoMa

2. [TneBMOTOpAKC
3. [ITneBMOMEINACTUHYM

4. XpoHudeckas smduse-
Ma JISTKHX

5.  IlpaBoxemymodkoBas
ceppeuHast
HEJ0CTaTOYHOCTb

a) TaTeHTHAs

0) siBHast
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Oosmueckas III. TlcmxorenHast 3aBHUCH-

MOCTb

IV. 3aBucuMocTh Apyrux
HEAaHTUI'CHHBIX  (haKTOPOB
(mereodakropsl,  (u3MUe-

CKas Harpy3ka u 1p.)

4. Tloctmpuctyrm-
HBIN

5. Pemuccus

6. HanmouyeunukoBass He-

JIOCTATOYHOCTh
(ropMoHanbHAsT ~ 3aBUCH-
MOCTb)

7. IlcuxoneBponorude-

CKUE HapyIIeHU

Tabnuma 9
Kaaccnpurkanus OponxmanbHoil actmbl y aeteid mo crenenn Tsxectu (HIT «BAy,
2004)
Kputepuu Jlerxas
T:)KeCII‘)I/I N HHTepMHT- nepencTHpyIo- CpenHersikenast Tsxenast
THpYIOLIas mas
Yacrora  npu- | 3-4 pazaBron | 1-3 pazaBmecan | Bonee 1 pasa Heckonbko pa3 B HeAemI0
CTYIIOB B HEJCIIIO WIN €XKEeTHEBHO
3aTPyAHEHHOT 0
JObIXaHUS
Knunuyeckasi Omu3onnde- Onu3onuveckue, [Ipuctynel cpennei Tspxenble TPUCTYIIBI, acT-
XapaKTePUCTHKA | CKHE, KpPaTKO- | UCYE3al0T CIIOH- | TSHDKECTH, MPOTEKAl0T C | MaTHYECKHE
NPUCTYTOB BPEMCHHBIE, TaHHO OTYETJIMBBIMH HApYIICHH- | COCTOSHHS
MCYe3al0T WIA TIOCNE OMHO- | SIMH (DYHKIMM BHEIIHETO
CIIOHTaHHO KpaTHOTO NbIXaHus, TpeOyoT 00s13a-
WITH npuema TEJIFHOTO Ha3HAYCHUS
rnocie  OJHO- | OPOHXONNTHKA OpPOHXOJMTHKOB
KpaTHOTO KOPOTKOTO  JieHi-
npueMa OpoH- | CTBHSA
XOJINTHKA
KOpPOTKOTO
JIeACTBUS
Hounbie  mpwu- | OrcyrctBytor | OtcyrcTByroT mum | Perymspao EsxeIHeBHO 110 HECKOJIBKO
CTYyNBI penKu pa3
IMepenocumocts | He napymena | He HapymieHa OrpaHuueHHasi NMEPEeHOCH- | 3HAYUTENBHO CHIDKEHA
$pusnueckoi MOCTb NIEPEHOCUMOCTh  (pu3HYe-
HATpPY3KH, ¢busnyecKnx CKHUX
AKTHBHOCTH Harpys3ok Harpy3oK, OTMEYaroTCs
HapyIIeHHs CHa
Ioka3arenn 80% u Goxee 70-80% u 6omee 60-70% Menee 60%
ODB,
IICB (oT noJK-
HOT'0
3HAYEeHHUS)
Cyrounbie koje- | He 6onee 20% | He 6onee 20% 20-30% Bonee 30%
Oanust
OpOHXMAJIBHOI
NMPOXOIUMOCTH
Xapakrepucru- | CHMITOMBI OKBUBAJICHTHI Henonnas KIMHUKO- | HemonHast KinHUKO-
Ka OTCYTCTBYIOT, | IIPHUCTYIIOB (yHKOMOHAJIbHAS pEeMHUC- | (YHKIWOHAJIbHAS pPEMUC-
NepPHOIOB pe- | moka3zarenu Ha Hecrnenupwude- | cus cust
MHCCHH OBJI CKHE (IH pasHoii creneHu BbI-
B HOpMeE TPUITEPBI, Pa’KEeHHOCTH)
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ITOKa3aTecIn

OB/l B HOpME
JINUTEJbHOCTD Bonee 3-4 mec | bonee 3 mec Menee 3 mec 1-2 mec
nepuoa0B
peMuccnn

Cnoco6 kymupo-
BaHUA
NMPHCTYIIOB

CrnoHTaHHO
WA OJIHO-
KpaTHBIA TpHU-
eM OpoHXO0JH-
THKa
(MHTATSIIMOH-
HO, BHYTpb)

CIHOHTaHHO MK

[Tpucrymns! Kynupyor

[pucrymns! Kynupyor

OJTHOKPATHBIH OpoHXONMHUTUKAMHU  (MHTra- | OPOHXOJHMTUKAMH B HHIa-
prueM JISIIIHOHHO, HEPEJIKO TSI
OpOHXOJIUTHKA MTOBTOPHO,W/WJIM TIapeHTe- | (MpenMyIIeCTBEHHO
(MHTaJSIIMOHHO, panbHO), MO TMOKa3aHWsAM | yepe3 HeOynaisep) u/uimu
BHYTPb) Ha3HA4YalOT  KOPTHKOCTE- | MapeHTePalbHO, 00s13a-
pouaHble npenaparsl TEABHO
B COUYCTAHHUU C
KOPTHUKOCTEPOHIAMHU

(HepeaKo B yCIOBHSX CTa-
LIMOHAPA,0T/ACIICHHS
WHTEHCHBHOH TEpaIvn)

* Jlo HayaJjia 6a3UCHOI Tepanuun

Tabmnuua 10

ITorenumnanbHbie GaKTOPbI PUCKA BOSHUKHOBEHHS OPOHXHAJIBHON aCTMBI

(I'no6ajibHAasi MHUIIMATHBA N0 OpoHxHabHOI acTMe — GINA, 2004)

BuyTtpennue daktopsl

- TeHETUYECKas IIPeAPacoIOKEHHOCTb
- aTonus

- THIIEPPEaKTUBHOCTh OPOHXOB

- on

- pacoBasi/3THHYECKas IPUHAATICKHOCTh
Bremnrane daxTopst

DaKTOphl, CNIOCOOCTBYIOLIME PA3BUTHIO OPOHXHAJILHOI
ACTMBI Y IPEPACHOJIOKEHHBIX K 3TOMY JIOfIei

JloMarniHue ajiepreHs:

- TOMAIIHSS TTHLTh

- aJUTePreHbI JKHBOTHBIX

- aJUIepTeHbI TAPaKaHOB

- rpubKu

Breunue annepressl:

- BLTBIIA

- TpubKu
IpodeccronanbHbie (CCHCHOUITU3ATOPHI)
Kypenue:

- MACCHBHOE KYpEeHUE

- aKTUBHOE KypeHHE
Bo3zaymiHbIe OMUTIOTAHTHL:
- BHEIITHHE TTOJUTIOTAHTHI

- HOJUTFOTAHThI TOMEIIEHU I

Pecnimparopusie nHbEKIMN

[MapasurapHble HHPEKINU
ConuanbHO-3KOHOMUYECKUH CTAaTyC

Ymucno 4IeHoB CEMbU

Juera u nexapctBa

Oxupenue

DaKTOpbl, KOTOPbIE MPOBOLUPYIOT 000CTPEeHHe
OpPOHXHAJILHOW ACTMBbI /WM SIBJISIIOTCA NMPUYMHOM
COXpaHEeHHs CHMIITOMOB:

JlomanHne 1 BHEIIHUE aJUIepreHsl (CM. BBIIIE)
IMommtoTaHTsl MOMEIIEHUH U BHEIIHHE BO31YyLIHbIE
HOJUTIOTAHTHI

Pecnimparopusle nHbEKIMN

Ou3nuecKkas Harpy3Kka ¥ THIEePBEHTUIISLINSA
M3meHeHne NOroAHbIX yCIOBUI

JIByoKuCBH cepel

[Tuma, nuiessie 700aBKH, JeKapcTBa

UpesmepHbIe IMOIMOHATIBHBIE HATPy3KH

KypeHue (akTHBHOE ¥ TAaCCHBHOE)

WppuranTtsl (Takue Kak JOMaIIHHE a3pO30JIH, 3amaxu
KpacKH)

Tab6muma 11

Kpurepun onieHKH TsI7KeCTH NPUCTYNAa OPOHXHATBHON ACTMBI y AeTeH

(I'enme H. A. u coasnr., 1999)

Ilpuznakun Jlerkmid

AcTMaTHn4eckoe
COCTOSIHHE

CpenHeTsixenblii Tsxeablil
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Pesko CHHW)KCHA,
duznyeckass aK- ITOJIO)KEHHE Pe3ko camkeHa i
CoxpaHeHa OrpannueHa
THBHOCTH BBIHY)KJJCHHOE OTCYTCTBYET
(opTOIHO?)
Orpanuyena, mpo-
HU3HOCHUT
Peub pasrosopHas | CoxpaHena Peus 3atpynnena OTCcyTCTBYET
OTJICNIbHBIC
¢bpazs
He u3smenena, uHo- Bo30yxnenue,
CIyTaHHOCTh CO3HAHMS,
Cdepa coznanus raa Boz0yxnenue WCIYT, «IbIXaTelhb-
KOMAaTO3HOE COCTOSHHE
BO30YXKIeHUE Has MTAaHUKa»
Bripaxxennas skc-
Hopmanehast — winun Pesko BeIpakeHHas
MUpaTOPHAS
JIBIXaHHE JKCIUpaATOpHAs TaxunHo? uan Opa-

YacroTa AbIXaHHSA

YUallleHHOE JI0
30% HOPMBI

OJIbIIIKA - OoJiee
30-50% ot HOpMBI

OJIBIIIKA - O0JIEE
50% oT HOpMBI

JUTTHOD

YyacTtue BCIOMO-
ratejJbHoii
MYCKYJIATyphbl,
BTSIJKEHH €
sIpEMHOM SIMKH

Hepesko BeipakeHO

Bripaxeno

Pe3ko BrIpaxeHo

ITapagokcansHOE TO-
pakoabIOMHUHAIEHOE
JIBIXaHHE

BeipaxeHnHoe cBu-
cTsLIee

Pesko BBIPAKECHHOC

«Hemoe nerkoe», orcyT-

CBHCTAIIKE XPUIIBL, | HA BAOXE U CBUCTSIIIEE 130 051
JAbixanue npu CTBHE
OOBIYHO B KOHIE | BHIJJOXE WIM MO3a- | ociabiieHne
ayCKyJIbTalUuU JIBIXaTeIbHBIX
BBIIOXA HUYHOE HPOBEICHUS
LIYMOB
MIPOBEJCHUE JIbIXaHHS
JIBIXaHHS
Bpanukapaus
YacroTa nmyJabca VYBenuuena YBenuuena Pesko yBennuena P P
ODB:1*, IICB** 70-90% 50-80% <50% -
Sa02 >95% 90-95% <90% -
PaC02 mm pr. cT <35 < 35-40 >45 -

O6bem  Oponxoc-
NMa3MOJUTHYECKOH
Tepanuum B
ciaeaHmne
CYTKH, 0COOEHHO B
nocJjeanue 4-6 u

Imo-

BpOHXOCHaSMOHI/ITI/I‘leCKaﬂ Tepamnurd HE
npoBoAnJIaCb WM HCIOJb30BAaJIUCh HU3-

KHe/CpeHre A03bI IIPernapaToB

Hcnonp30Banuck BEICOKHE AO03bl IIpenapaToB.
Bosmoxna Nnepeao3npoBKa aApCHOMUMETUKOB

W/viy TeopUILTHHA

* OB, — 00beM (HOpCcUPOBAHHOTO BBIJIOXA 32 | MUH; ONPENENSIIoT Y IeTel craplie 5 Jer.

**[ICB — % OT NOJDKHOM JIydIIMX 3HAUYEHWH NMUKOBOI CKOPOCTH BbIAOXa OOJBHOTO (IMTMK(IOYMETPUS — HCIOIb-

3YIOT y I€Teii cTaplie 5 JieT); OnpeiessiioT MOBTOPHO B MpOLiEcce TEPaHu.

5.7. IlnmeBas anuaeprus (ITA)

[TA — HemepeHOCUMOCTb JOOPOKAYECTBEHHBIX IHUIIEBBIX MPOAYKTOB, HE CBSI3aHHAs C

HapylIieHrneM oOMeHa BeIIecTB, 00yCIOBICHHAs HMMYHOJOTHYECKUMH peakUUsIMU WK Judepariu-
el GMONIOTNYEeCKH aKTUBHBIX BEUIECTB IO HEMMMYHHBIM MeXaHu3MaM (10 THUIY aHa(pHUIaKTOUIHBIX

peakuuit). [lumesas HemepeHOCHUMOCTh — 0oJiee IMUPOKOE MOHATUE, YeM MHILEBas aljieprus, u

MOJKET OBITH BBI3BaHA HCAIUVICPrui4€CKNUMHA pCaKIUAMHA HaA IMUIIY, BBI3BAHHBIMU

— XUMHUYECKUMHU BeIIeCTBaMH (CaTHIMIATEI, KOQErH, TapTPa3uHOBBIE KpacUTeNH, OCH30-

aTbl, MeTaOUCYIb(UTHBIE HATPHEBBIC COJIM, TIyTaMaT HATpHs, TUPAMHUH, FE€KCaxXJOpOOECH3MHUPEH,

HUTPUTBI, HUTPAThI, ICCTUIHUAbI, THUOKCHUHBI, XJ'IOpI/I,Z[bI).
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— Uppurtantamu (IpsSAHOCTH, CTICIINH, THCTAMUH, (DEHMIIITUIIAMUH ).

— TokcuHamu (3TaHON, XUHUH, 0000BBIX, TPHOKOB — adIaTOKCHUH, TPHOOB — aMaHHUTHH,
paKooOpa3HbIX — CaKUTOKCHH, OaKTepUil — CTa(UIOKOKKOBBIH, calbMOHEIUIE3HbIH, HEPCHHUO3-
HBIN, OOTYIMHUYECKUI).

— DepMeHTONATHIMH U HAPYIIICHUSIMHA BCACHIBAHUS:

e JIaKTa3Has HEJJOCTATOYHOCTb;

® HEIOCTaTOYHOCTh Caxapa3bl-W30MaIbTa3bl;

® HEJIO0CTATOYHOCTH JIUMNA3bl (KaK BPOXKIACHHAS, TaK U TPUOOPETCHHAN);

® HEIOCTaTOYHOCTh TPUIICHHA-IHTEPOKUHA3HI;

® TJIIOKO30-TaJaKTO3Hasl MaJIbabCcopOIHs;

®  IICIINAKHUS;

® DHH3UMOICHUYECKHE TeMOJIMTUYECKHE aHEMHMH M HACJEJICTBCHHbIE HapyIICHUS aMHHOKHC-
JIOTHOT'O OOMEHA, TaJJaKTO3EMHS;

® DHKCCYAATHUBHAs HTEPONATHUSI.

— IlcuxoreHHBIMU peakusiMU Ha nuuty (hoduu, uctepus, TPEBOKHBIE COCTOSHHUS,
TICHXO3BI, TIUIIEBBIC H3BPAIIICHU).

— [proOpeTeHHBIMU 3200JIEBAHUSIMHE KEITyTOUHO-KAIIIEYHOTO TPAKTa!

¢ (yHKUIMOHABHAS TUCTICTICHS,

® TaCTPHUT ¥ raCTPOyOJICHUT;

e s3BEHHAas OOJIE3HB JKEIyAKa U JBCHAIATUIIEPCTHON KUIIIKH;

e ractpos3odareanabHbIN peduItoKc;

®  XOJICUMCTONATHH;

® CHHJPOM Pa3Jpa>keHHOM TOJICTOM KUIIKH;

e [apa3uTapHbIC HHBA3UU;

® OIyXOJIEBBIE MPOIIECCHl C BBICOKOW AKTHBHOCTBIO PETYISATOPHBIX MENTHIOB(BUIIOMA, ra-
CTPUHOMA, KapLIMHOU U JIp.).

Knaccupurkanus numenoi aniepruu (U. M. Boponuos)

I Ilo eenesy:

1. [TepBuunbie GOPMBI:

a) CeMeITHO-HaCIeICTBEHHBIE;
0) mapaayiepruyeckue y JeTeil paHHero Bo3pacTa (IKCCyAaTHBHO-KaTapaabHas aHOMAIIUs KOHCTH-
TYLIMH).

2. Bropuunbie Gopmbl (TATOJIOTHUS KETyTOUHO-KUIIIEYHOTO TPAKTa, KUIICUYHbIC WH(EKITNH,
ncOaKTepro3bl, O0JIE3HH TIEUCHHU U MOHKETYIOYHOM Kelle3bl, TeTbMUHTO3BI, IIMOINO03bI, THHOBU-
TaMUHO3bI, JePUIUT MUKPOAJIEMEHTOB, HACIEICTBEHHbIE 00JIE3HU — MYKOBUCIUI03, LEIHAKUS U
ap.).

11. Tlo 6eoywemy UMMYHONAMOIOSULECKOMY MEXAHUZMY

1) ¢ mpeoOagaHreM peakiuii HeMEIJICHHOTO THTIA;
2) ¢ mpeobiagaHueM UMMYHOKOMITJIEKCHBIX COCYAMCTBIX PEaKIui;
3) ¢ mpeobianaHueM TUIIEPIYBCTBUTEIIHPHOCTH 3aMEIJICHHOTO THUIIA;
4) pu cOYeTaHHBIX UMMYHONATOJIOTHYECKUX PEAKITUSX.

1II. I1o wupome cnekmpa ceHcubUIU3AyUU:

1) moHo- 1 onuroBaienTHas (1-3 MUIIEBBIX IPOIYKTA);
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2) monuBajICHTHAS;

3) coueranHas (C HEMHIEBON CEHCUOMITH3AINECH ).

1V. [lo knunuueckum nposeiLeHusIM:

— NEPEUUCISIIOT CUHAPOMBI 00JIe3HH (Hampumep, sk3ema, BA u ap.).

V. Ilo ¢aze knunuueckux npossieHui:
— 000CTpeHHE, HETIOTHON U TMOJTHOW KIIMHUYECKOU PEMHUCCHUH.
VI Ilo nepuoody snumMuHayuOHHbIX MEPONPUSMULL.
— CTpOroi ANMMHUHALIMYU, IPOOHOTO BBEIEHHUS ayjiepreHa, KOJMYEeCTBEHHOTO OrpaHUYEeHHs], CBO-

OOHOTrO IIUTAHUS.

5.8. JlekapcTBeHHas anieprus (JIA)
JIA — oObenuHsOIMIee MOHITHE IS peakiuii U O00Jie3HeH, BRI3BAHHBIX MPUMEHEHHEM Me-

JUKAMCHTOB U O6YCJIOBJ'IGHHI>IX HMMYHOIIATOJIOTHICCKUMU MCXAaHU3MAMU.

Bce HexxenaTenbHbIe 3D GEKTH JIEKAPCTB JACIAT Ha BE OOJBIINE TPYIIIIHL:

L. Tlpenckazyemsie (puOIU3UTENBHO 75-85% BceX OOJIBHBIX C OCIIOKHEHUSMHU JIEKAPCTBEH-
HOU Teparuu), 00yCIIOBIIEHHBIE TOKCHYECKUM WIIM TOOOYHBIM JICHCTBHEM JICKAPCTB, 3aBUCSIINX OT
(hapMaKOJIOTHUYECKUX CBOWCTB.

II.Henpenckasyemsble, pa3BUBalonMecs Kak ciaenctsue JIA wim uIuocuHKpa3uu (reHeTude-

CKHE OCOOCHHOCTH OOMEHA BEIIECTB IAI[MEHTa ONPEICISIOT HEMepeHOCHMOCTD JICKapcTBa U €ro
no6ounble 3 (eKTor).

Tabmuma 12

OcTpble TOKCHKOA/LUIEPIUYecKre peakuuu Ha MeaukaMeHThbl (CTaHZapThl IMATHOCTHKHU W
JeyeHuss P® «MMMmyHOnaTo10rus M ajljieproJiorus», 2001)

Kauangeckue CTeneHb TIKeCTH
NPOsABJICHUS Jierkast cpenHel TAXKeCTH TsKeJas KpaiiHe TssKeaas
M (1 (1 (v)
JInxopaaka 37,5-38,0'C 38,0-39,0'C 39,0 °C Brime 39,0 ‘C
MHOXeCTBEHHBIC
I'enepanm3oBaHHas CIHMBHBIC OYyJUIBI  C
MyIbTH(QOPMHAS CEpO3HO-
T'enepanuzoBanHas Y $op P
spuTeMa ¢ mpeodna- | TeMOpPParHYeCKIM
I'enepanusoBanHas MyJIbTH()OpMHAS .
AaHWEM BH3HKYJE3- | U THOWHBIM COJCPIKH-
IMopaxkenus: Ko- | 3pUTEMa, TMAIyJe3- | dpUTEMa, BE3UKYJIE3-
HO-OyJIJIE3HOTO TIO- | MBIM,
KH HO-3PUTEMATO3HEIC HBIC .
PaKEHHUSI CEPO3HOTO | AMHUACPMAIILHBIN
BBICHITTAHUS BBICHITTAHUS, enu- 0
XapakTepa, snu- | Hekponns Oonee 10%.
HUYHBIC OYILTBI .
JIEpMaTbHBIH Cumntom  Hukomns-
Hekponus 10 10% CKOTO  TIOJIOKUTEIb-
HBIN
Dpo3uBHOE MoOpaxe- | SI3BeHHO-
Hue Oojee HEKPOTHYECCKOE
Mopa:kenust ciau- 30% Bcex cnu3u- | MOpakKeHHE 6oiee
3HCTBIX CTBIX 30%
He otmeueno He otmeueno
000/104eK obonouex BCEX CIM3UCTHIX 000-
JIOYeK
(Bo3MoxHBI KpoBoTeueHuss u3 JKKI' m moue-
BOTO ITY3bIPST)
[opa:kenne me- KpartkoBpemennoe 3HauuTeNbHBIE W3- | 3HAUUTENbHBIE HU3Me-
He ormeueno
YeHH TOBEIIICHUE B CBHIBO- | MCHCHUS HEHHUS
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U  MOIKeJTyI0Y-
HOH
JKeJie3bl

poTKe
KPOBHU aKTHBHOCTH
TpaHCaMHUHa3

MoKa3aTejell TpaH- | Moka3arejled  aKTHB-
CaMHHAa3, HOCTH
ypoBHsA Oenka, OW- | TpaHCAMHHA3, YpPOB-

TUpyOuHAa, Hel pubpuHOTreHa
CPb, xonecrepuHa 1 XOJIECTEpUHA
u Jp.

(BOSMO)KHa KJIIMHUKa OCTpOﬁ IeYCHOYHOMI
HCIOCTAaTOYHOCTHU U HaHerOHerO3)

Ilopaxenuss mo-
YeBBIBOASAIIEH
CHCTEMBbI

He otmeueno

IIpoTeunypus, rema-

TypHs
(KpaTKOBpEMEHHO)

IIpoTeunypus,
HUTAHAPYPHS
u np. (pa3BUTHE PA3IMYHBIX CTEMEHEH OCTPOIt
MTOYE€YHON HETOCTATOYHOCTH)

reMatypusi, JCHKOIUTYpPHS,

Ilopaxenne cep-
JeYHO-COCY/IH-
CTOH CHCTeMBI

He otmeueno

He otmeueno

HapyHIeHI/IH TreMOANHAMUKHN HEBBIPAKCHHBIC

IMopa:xkenust KivHuka WHTOKCUKAMOHHOTO —TMOPaXXEeHHS
He ormeueno He ormeueno
HC HHC
. JlelikonuTO3 10
JletixonnTo3 10
15 x 109/1, mamo4ko- . . .
. 10 x 109/1 wn 5 JlefikonTO3 WK JIEHKONEHUS], BbIpaXKEHHBIN
Knunuveckui SIIEPHBIN
HOPMOUMTO3, Maloy- CJIBUT BJIEBO
aHaIu3 N CIIBUT BJIEBO, TOKCH-
KOSIIEPHBIN 0 FOHBIX (hOpM, TOKCHYECKas 3E€PHHUCTOCTH,
KPOBH yeckas

CIIBUT BIIEBO,
TuMGOTICHUH HET

3€PHHUCTOCTb,  JIM-
(domnennn

HET

TUMQPOIUTONIEHUS, aHEeMUS, TPOMOOIUTOIIEe-
HUA
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I'JTABA 6. 3ABOJIEBAHUSA OPI'AHOB ITMIEBAPEHU A

6.1. 'actpod3odareanbHas peduiokcHas 6oae3ns (I'IPB)

I'OPb — xpoHudeckoe peruaIuBupyrolee 3a001eBanne, IPUINHON Pa3BUTHS KOTOPOTO SIB-
JSIeTCsl TTaTOJIOTHYECKUH 3a0pOoC CONEPKUMOTO JKeTyAKa B MHUILEBOJ — TacTpos3odareaabHbIi pe-
dmoxc (I'DOP).

Tabnuma 13
MexkaynapoaHasi kiaccuukanus 33oparura (Jloc-Anxenec, 1994)

CreneHb | JHI0CKONMUYECKASsI KapTuHa

[TopaxeHnue ¢ 3po3usiMu B TIpeiesiax CKIIAJIK MEHEE 5 MM

Pa3Mep XOTS OBl OIHOTI'0 y4aCTKa Ooiiee 5 MM B npeaciax 0[[H017[ CKJIaaKH

CiMBHBIE 5pO3UH MEXy ABYMsI CKIIafikaMu, HO He 6oiiee 75% OKpy»KHOCTH

O O|w|»>

Dpo3un N0 OKPYKHOCTH Oosee 75%

6.2. DyHKINOHATbHbIE FACTPOAYO/IeHAIbHbIE 3200/ IeBaHUS

B cooTBeTcTBUU C pEKOMEHAALUSAMHU COTJIACUTEIBHOW KOMUCCUM MEXAYHApOAHBIX dKCIIEp-
toB (Pum, 1999), paznuyaror cnemyronye ¢yHKIMOHATBHBIE TACTPOIyOICHATIbHbIC 3a00ICBaHHS:
— DyHKIMOHAIbHAS TUCTIETICHS.
— Aspodarusi.
— OyHKIIMOHAJbHAS PBOTA.

DOYHKIHOHAJIBHAS JMCIICINICUSA
TepMuH ducnencus o3HaudaeT Hapymienue (dys) mumieBapeHus (pepsis), HO KOTaa peub UIET O XKe-
JTYAOYHOHM IUCHEINICUH, MOAPa3syMEBAIOT OTHIOAb HE (EPMEHTATUBHYIO TUCPYHKIUIO BCIEICTBHE
HEI0CTaTOYHON BBIPAOOTKU COJITHOM KHCJIOTHI U MENCHHOB, a, B TIEPBYIO O4epenb, O0JIeBOM CHH-
JPOM U MOTOPHBIE HAPYILIEHUS BEPXHUX OTJEIO0B MMUILEBAPUTEIHLHOIO TPAKTA.

Knaccupurxanus
Knaccudukanus ®J 6azupyercst Ha OLEHKE BEAYIIETO KIMHUYECKOTO CHHIPOMA.
Paznuuatrot 3 Bapuanta OJ1;
— SI3BEHHOIIOI00HBII;
— IUCKUHETHYESCKUH;
— Hecneuu(puIecKui.

6.3. OcTpsiii ractput (OT)
OI' — ocTpoe BocnaJieHHe CIM3UCTONW O00OJIOUKH KETy/Ka, BEI3BAHHOE CHUIIBHBIMH Pa3Jipa-
YKUTEJISIMU TP YCIIOBUU HEMPOAOKUTEIBHOCTH UX ACHCTBHUSL.
ITHOJIOTHS
I. TlepBuunsbiii (3x30reHHBIH) O
I1. Bropuunsrii (3ag0reHHbIH) OI.
[epBuunstit OI' MOXXeT OBITH PE3yIbTaTOM BO3ACHCTBUS:
1) nH(EKIMOHHOTO (PaKTOPa HEMOCPEACTBEHHO Ha CIM3UCTYIO 000I0UKY JKETy/IKa;
2) XUMHUYECKHX pa3pakalolINX BEIIEeCTB U MEIUKAMEHTOB;
3) NUIIEBHIX aJUIEPTEHOB, KaK OCNKOBBIX, TaK U HEOCTKOBBIX.

6.4. Xpounuecknii racrpur (XI')
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XI' — qUTEeNbHO CYIIECTBYIOINIEE BOCHATICHUE CIIM3UCTON 000JIOUKH kenynka auddy3Horo
WJIM 0YaroBOTO XapakTepa C MOCTEIIEHHBIM Pa3BUTHEM €€ aTpOdUU U CEKPETOPHON HEIOCTATOYHO-
CTH, IPUBOJALLEH K paCCTPOUCTBY MUILEBAPEHUS.
Kaaccndukanusa racrpura (" Cuagneiickas cucrema', 1990)
|. Mopghonocuueckas uacme
1) ntnarHo3, OCHOBaHHBIN Ha YHAOCIOITMYECKOM HCCIICTIOBAHUH:
- SPUTEMATO3HBIN (TTIOBEPXHOCTHBIMN )
- BPO3UBHBII, FEMOPPAru4eCKU
- aTpodUUIECKHI
- THIEPIUIACTUYECKUI (HOLYIISIPHBIN).
2) IuarHo3, OCHOBAaHHBIN HAa TMCTOJIOTUYECKOM HCCIIEIOBAHUH CIU3UCTON 000T0UYKH KelyIKa:
- BOCIIAJICHUE C 3PO3USIMHU, KPOBOUBTUSHUSIMU;
- aTpo(UUeCKuit;
- HapylIeHUEe KJIETOYHOTO OOHOBIICHUS - METaIlIa3us AIMUTEIHS.
II. OTHoNmOrNUECKas 4acTh:
- AyTOMMMYHHBIN (TUTT A);
- H. pylori-accoruupoBannsrii ractput (tum B);
- 0co0BIe (DOPMBEI.
III. Tomorpaduueckas yacTb:
- TOTaJIbHBIN;
- pyHanbHbIM;
- QaHTpaJIbHBIN;
IV. AkTuBHOCTH TIpOIIECCa:
- OTCYTCTBYET;
- YMEpEeHHas;
- BbIpa)KE€HHas

6.5. Xponnueckuii ractpoayoaenut (XI')
XI'Jl — XpOHHYECKOE pELUIUBUPYIOLIEE, CKIIOHHOE K IIPOIPECCUPOBAHUIO, BOCIIAIUTEIBHO-
IUCTPO(UIECKOE MOPAKEHUE CIUZUCTON 000IOUKH KeNyaKa (1 ABCHAIIATUIICPCTHON KUILKH).
Knaccupukanus xpoundeckoro racrpoayonaenura (Masypun A.B. u ap., 1984)
L Ilo npoucxoscoenuro: IEPBUYHBINA, BTOPUYHBIH.
1I. Ilo pacnpocmpanenHocmu u 10KAIU3AYUU:
lacTpur
- U30JIMPOBAHHBIN aHTPAJIbHBIN;
- U30JIMPOBAHHBIN (QYHAATBHBIN; - HAHTACTPUT ((PYHAATBHBINA U aHTPATbHBIN).
Jyonenur
- U30JIMPOBAaHHBIN OyIbOUT;
- pacIpoCTpaHEHHbIN JyOJEHUT.
1I1. Ilo ungpuyuposannocmu HP:
- HP-mo3uTuBHBLI;
- HP-HeratuBHbIi.
1V. Ilo xapaxmepy dtceny0ounol cekpeyuu.
- MIOBBILICHHAS; - COXPAHEHHAs; - TOHM>KCHHAs!.
V. Ilo ¢popme nopasicenus sncenyoxa u 08eHAOYAMUNEPCMHOU KUWKIU:

32



A. DHIocKonnyecKas
- IOBEPXHOCTHBIN;
- runeprpoduyeckuii (HOLYIApHBIN);
- DPO3UBHBIN;
- TeMOpPparu4eCcKui;
- arpoduyeckuii (cydarpodudeckmii);
- CMEIIaHHBIM;
- myoneHnoractpanbHblil peduroke I, 11, 111 ctenenu TspkecTy.
b. Mopdonoruaeckas
- IOBEPXHOCTHBIN;
- P y3HBI;
- aTporUECcKuil,
VI Ilo nepuody 3abonesanus:
- obocTpeHue;
- HETOJIHAs KIIMHUYECKasi PEMUCCHS;
- TIOJIHAsA KIIMHUYECKasi PEMUCCHS;
- KIIMHUKO-3HJIOCKOMHYEEKN-MOP(HOJIOTHYECcKasi PEMUCCHUS - BBI3IOPOBJICHHE.

6.6. sSI3Bennas 6os1e3ub (S1b)

b — xpoHHYECKOe pEelUANBHUpYIOIIee 3a00lIeBaHNe, XapaKTepusyromeecss GOpMUPOBAHHU-
€M SI3BEHHOTO J1e(heKTa B JKEITyAKe UM JIBEHAALATHUIIEPCTHON KHIITKE, 00YCIOBIEHHOE HAapyLICHUEM
PaBHOBECHS MEXTY MECTHBIMHU (PaKTOPAMH 3aIIUTHI U arPECCHH.

Tabmnuma 13
Knaccupukauus si3BeHHOI 00J1e3HM y aeTel
(bapanoB A. A. u coaBT., 1996 1.)

Knunuyeckas ¢a3za TaxecTb
Jokanuzanus Ocno:xxHeHUs
M YHAO0CKONMUYecKasi CTa AU TedeHUs
O6ocTtpenue Jlerkoe KpoBoteuenune
Kenynok | - cBexas s13Ba [eppopanus
Il - HavanosUTENM3AUN CpenHeit TsHKeCTH [enerpauus
Cruxanue 000CTpeHUs Crenos
JIBeHamuaTunepcTHas
Il - 3axuBIICHNE S3BBI Tsoxenoe ITepuBucuepur
KHIITKa
- 0e3 pyOria
XKenynok u naBeHaauatu- | - pyOLoBO-s3BeHHAs nedopManus
MePCTHAS KHIIKA Pemuccus
6.7. OcTpasi nnapes
Tabmuma 14
IIaTorenes nuapeu
Tun noHoca IlaToreHeTH4eckne MeXaHNU3MbI Crya
1 2 3
1. Tunepcekperopnas | 1.1. IlaccuBHas cekpeuus (yBeIHMUE€HUE THAPOCTATUYECKOTO J1aB-

OOwbHBIH, BOIS-
muapes  (TIOBBIMICHHAS | JICHUS BCJCICTBHE MOPaKCHUsS JTUM(DATHUCCKUX COCYIOB KHIIICY-

HUCTBHIH,
CeKpelusi BOAbI M DJIeK- | HHUKa)
B KOIpoTpaMMe
TPOJIUTOB B MTPOCBET 1.2. AKTUBHAs CEKpeIHst .
. HET JICUKOIIUTOB
KHIITKA) 1.2.1. CekpeTopHbIE areHTHI, CBS3aHHBIE C aKTHBAIlUEH CHUCTEMBI

aneHmaTiuKiIa3a - TAM® (kemdHbIe KUCIOTHI, XKUPHBIE KUCIIO-
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THI C JUIMHHOM IeTbI0; OaKTepHallbHbIE SHTEPOTOKCHHEI - XOJIep-
HBIH, KHIIIEYHON MAJIOYKH, TEPMOIAOUITHHBIN)

1.2.2. CekpeTopHbBIE areHThI, CBA3aHHBIC C NPYTHMMH BHYTPHKIIC-
TOYHBIMU BTOPWYHBIMH MecCeHkepamu (crnadburenpHble; BUII,
TJIK)KaroH, CEpOTOHUH, MPOCTArJaHIWHbI, KaIbIUTOHUH; OakTe-
pHUATBHBIC TOKCHHEI - CTA(QMIOKOKK, KIOCTPUINYM TeppHHTCHC

u 1p.)

2. T'unepocmonspHas
uapest (cHMKEeHHAs
abcopOImss  BOOBI U
3NEKTPOJIUTOB)

2.1. Hapymenus nepeBapuBaHus U BCAChIBAHUS

2.1.1. Hapyumenus BcaceiBaHusl (TJIFOTEHOBAs] SHTEPOIATHS, HULIIe-
MU TOHKOW KHIIKH, BPOXKACHHBIE Te()eKTh aOCOpOITHN)

2.1.2. Hapymenuss MeMOpaHHOTO THIEBAapeHUs (Iucaxapumas-
HBIE HEJIOCTATOYHOCTH H JIp.)

2.1.3. HapyuieHus moJIOCTHOTO THIIeBapeHust (AeQuImT maHkpe-
ATHYECKUX (PEPMEHTOB, KEITIHBIX KHUCIIOT)

2.2. HepoctatoyHoe BpeMsl KOHTAKTa XUMYCa C KUIIEYHOW CTEH-
KoM

Homudexanus,
crearopes

3. T'unep- ¥ TUNOKHHE-
THYecKas

3.1. TloBbImeHHAs CKOPOCTH MPOJBIDKEHUS KHIIEYHOTO COIep-
KUMOTO (HEBPOTEHHAsI CTUMYJIALNS; TOPMOHATIbHAS CTHUMYJISIIUSL

muapes  (TOBBIIICHHAS Kunxkuii wunmm  xa-
- CCKPeTHH, IAaHKPCO3HMHUH, CEPOTOHHH; (hapMaKoIOrHYecKast .
WIA TIOHIDKEHHAs CKO- HIMIICOOPA3HBIA,
CTHUMYJISILIUSA ) .
pocThb HEOOMITBbHBIN
3.2. 3aMeuieHHAs CKOPOCTh MPOJBIKCHHS KHIICYHOTO COICp-
MPOABIKCHUSI  KHIIEU-
KHUMOTO (CKJIEPOJICPMHUS, COUCTAOMIASICS ¢ CHHIPOMOM OaKTepH-
HOTO COJIEPIKUMOTO)
aJTbHOT0 00CEMEHEHN)
. Kungxuii, He-
4. TunepakccynatnBHas | BocmanurenbHbie OOE3HH KHINEYHHWKA (S3BEHHBINH KOJHT, 0O- 5 .
. | OOMIBHBIA
nuapest («cOpoc» BoIbI U | JIe3Hb KpoHa); KuimedHble WHOEKIMH C ITUTOTOKCHYIECKUM JIeH- ’
. | KpOBb, CIH3b, B
ANIEKTPOJIMTOB B MPOCBET | CTBHEM (M3eHTEpUsi, CalbMOHENIe3); IHTEPONaTHH C moTepeit POBE, ’
KOTIpOTpaMMe -
KHILKH) Oenka .
JICHKOITUTHI

Tabauua 15

OuneHka Ts12KeCTH aeruaparauuu y aerei (pexkomenaanuu BO3)

IIpusznak Crenens 00e3BoxxuBanus (% morepu Macchbl Teja)
aerkas (4-5%0) cpenneii TskectTu (6-9%0) Tkesas (10% u 6oJiee)

1 2 3 4

Crya Kunxwit, 4-6 pa3z B | Kunkuii, mo 10 pa3 B cyTku Bonsuucteiéi, 6onee 10 pas B
CYTKHA CyTKH

PBora 1-2paza IToBTopHas MHOrokpatHo

Kaxna YMepeHHast Pesko BripakeHa Cnaboe xenanue nuTh

Buemrnmii Bug

Pebenok B030YyXkIeH,

BecnokoiicTBO WM 3aTOpMO-

COHJ’II/IBOCTL, pe6€HOK MOXECT

Kalpu3eH XKEHHOCTb, COCTOSIHME Hamps- | ObITh B OECCO3HATEIBHOM COCTO-
XKEHHOCTHU U TPEBOTH SIHUH
dmacTuuHocTh KO- | CoxpaHeHa CHmxeHa (KOXKHas CKITaKa Pe3ko cHmkeHa (KoKHas CKIaaKa
KU pachpaBisieTcst 3aMEAJICHHO) pacnpasisiercst yepe3 20 ¢)
I'maza Hopwmainbhsie 3amnaBiine Pesko 3amamaror
Caessl Ects Her Her
Boabmoit  pomnm- | HopmanbHbrit 3amagaer Pe3ko BTHYT
YOK
Causucrble 000- | Braxusie mnu cierka | CyxoBaTsie Cyxwue, pe3Ko THIIePEMHUPOBAHBI
JIOYKH CYXOBAaTBhI
ToHsbI cepana I'pomxue Ipurmymenst I'myxue
Taxuxapaus OtcyTcTBYET YmepenHas BripaxenHas
Hyasc Ha aydeBoii | HopmanbHbrit nim | BeicTpelii, cnadbrit YacTslil, HUTEBUAHBIN, HHOT 1A HE

34




apTepuu CJerKa y4alieH TIPOIIYTIEIBACTCS
Inano3 OTcyTCTBYET YMepeHHbIi Pesko BbIpaxeH
Jbixanue HopmanesHoe YMepeHHast oAplIIKa I'my6okoe, ydameHHOe
T'onoc CoxpaneH Ocnabnen Hepenko adonus
Jduypes Hopmanbhsrit CHuxeH 3HAaYUTENbHO CHHXEH (OTCyT-
CTBYET B TeueHHH 6-8 u)
Temneparypa Tteqa | HopmanbHas nin | YacTo noswlLIeHA Hwxe nHopmanbHOM
MTOBEIIIICHA

6.8. Cunapom masbadcopouumn

[Ton cunapomMoM ManbaOcopOIUU MOHMMAIOT HApYIICHUS MUIIEBApEHUS U BCACbIBAHUS B
TOHKOM KHUIIIKE, B OCHOBE KOTOPBIX JI€KaT T€HETUYECKU JEeTEPMUHUPOBAHHbIE WM C(HOPMHUPOBAB-
niMecs Mpy CTOMKOM MOBpPeXACHUU e(eKThl (PepMEHTHBIX CHUCTEM, MPUBOASIINE K HAPYIICHUSIM

MPOIIECCOB METa0OIU3MA.

Tabauua 16

Kanaccnpukanus cuaapoma manbadbcopounu
(VIII BcemupHOM KOHIpecce racTpo3uTepoJioros B 1977)

Ne Tun Hpuznak 3a0oseBaHus
| BuyTtpunonocrtHas Crearopest IaHKPEATUYECKOTO - MYKOBHCLIUJI03
THTA (HEUTPaIbHBIN JKUD) - BPOXJIEHHBIE TUIIOIUIA3UU TOKEITYA0YHON JKe-
Te36l
- Me(hUIIUT SHTEPOKMHA3BI
- XpOHUYECKUN MMaHKPEATUT
Il | DHTeponeTONsApHAs | a) C HApyIICHHEeM MEeMOPaHHOTO | - Jucaxapuja3Has HEJOCTATOYHOCTh (JIaKTa3Has,
MUIIeBapeHUs caxapo-u3oMaibTa3Hasi, TperajazHas)
0) c HapyIlICHUEM BCACBIBAHUS: | - MAIbaOCOPOIHSI MIFOKO3BI-TAIAaKTO3EI
- YTJIEBOJIOB - MaltbabcopOIHst PPyKTO3BI
- JKHPOB - a-b-nmumonporentemust
- AaMUHOKHUCIIOT - OoJsie3np XapTHama, cuaapom Jloy
- TU3UHYPHS
- MUHEPAJIOB - DHTEPOMATUYECKHUI aKpOAEpPMaTUT
- XJIOpUHAS TUApest
- HaTpueBas Auapes u Jip.
111 | IocTtuemntonspHas CHHApPOM 3KCCYIAaTHBHOM 3HTE- | - MepBUYHAS HHTECTHHATBHAS TUM(DaHTHIKTAZUSA
poratuu - 0ok JMM(OOTTOKA, XPOHUYIECKOE BOCTIAJICHUE
KHIICYHUKA

6.8.1. BuyrpunosocTHasi Majibadcopouusi

BposkaeHHbIe THNONJIA3MH MOAMKETYT0YHOH KeJ1e3bl

PaznuuaroT crienyromnye BapuaHThl BPOKICHHBIX THIIOIIA3UI MOIKEITYJOYHOM kene3bl [E.
M. BureGckuii u coaBt., 1990 1.]:

1. Tomanvras cunonnasus.

Il. Ilapyuanvnas cunonnasus énewtnecekpemopHo2o annapama:
1) u3buparenpHasi HEIOCTATOYHOCTH TPUTICHHOTEHA,

2) n3buparenbHas HEAOCTATOYHOCTh MMaHKpeaTuyeckoi mmnasel (cuaapom Llennona—Pes);

3) u3buparenbHas HeIOCTaTOYHOCTh MAHKPEATHUECKON aMUIIasbl;
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4) coyeTtaHHast HEAOCTATOYHOCTh NAHKPEATHUECKUX (PEPMEHTOB;

111. Bpoowcoennas tunomamo3Has 2Unonaasusi:
1) ¢ remaronornueckuMu HapymeHusiMu (cunapom llIBaxmana—/lalimonna, cunapom bypke, cuH-
npom [Mupcona—Illtonnapra);
2) B COUETAHMH C MHOXKECTBEHHBIMHU IIOPOKAMH, TITyXOTOH ¥ HaHM3MOM (CHHApPoM Moxancoma—
brunmapn).

6.8.2. JHTepoueIIOaAsipHAs MAJba0COPONUsA ¢ HAPYLIEHMEeM MeMOPAHHOI0 NMUIEeBa-
peHust
JlakTazHas HeI0CTATOYHOCTh
Ilepguunas — reHeTUYECKU AeTePMUHUPOBAHHAS:
— Bpoxxnennas (penkas).
— Pannss (00bI9HO YacTHUYHAL, TIOCTE 3-5 JIeT).
— Tlo3anss (B3pOCHbIN TUIT, STHUYECKH 00YCIIOBIICHHBIN ).
Bmopuunas — pe3ynabTaT mopa)KeHUsI CIIM3UCTON 000JTOUYKH TOHKOUW KUK
— HMHbeknnonabie SJHTEPUTHI (POTABHPYC).
— JIssmOnuno3.
— Ilenunakus.
— JlekapCTBEHHBIN DHTEPUT.
— PanuanmoHHbIi SHTEPUT.
— bonesnp KpoHa TOHKON KHMILIKH.

6.8.3. 3HTepoleaaloasipHasi MaababCcopoOLMsl C HAPpYLUIEHHEM NMUIEBAPEHUs U BCAaChbIBa-
HUA

[lenmakusi (TIIOTEHOBAsE SHTEPOMATHS) — XPOHUYECKOE TOJHMCHUHIPOMHOE 3a00jIeBaHUE,
00yCIIOBJICHHOE MOBPEXKJIEHUEM CIIM3UCTON OO0OJOYKM TOHKOM KHIIKH OEJKOM 3JIaKOBBIX IIIIOTE-
HOM.

Dopmbl 3200/1eBAHUSA:
— Tunuunas (ki1accuueckas).
— Atunuynas (MaJOCUMIITOMHA).
— JlarenTHas (GeccuMnTOMHAsN).

6.9. Cunapom pasapaxenHoro kumeynuka (CPK)

CPK — komiuiekc (hyHKIIMOHAJIBHBIX PAaCCTPOMCTB KHIIEUYHHUKA TPOJOJDKATEIHLHOCTHIO
cBbIIIE 3 MEC, OCHOBHBIMH KIIMHUYCCKUMHU CHUMIITOMAMHU KOTOPOT'O ABJIAKOTCSA 6OJII/I B KHBOTC
(0OBIYHO yMeEHBINAIIUECs Mocie NedeKalnn), COMPOBOKMAOIINECS METEOPU3MOM, a TaKKe
HapYIIECHUSIMU €ro (QYHKLIUU: 3aII0paMH, IOHOCAMH WM UX YepEeIOBAaHUEM.

Bapuants CPK:

— ¢ npeobaganueM 0oJiel 1 METeOpHU3Ma;
— ¢ mpeobiiaaHieM 3aropos;
— ¢ npeodajaHueM JUaPEeH.

6.10. Xponuueckue BocnajauTeabHble 3a001eBanus kumevHuka (XB3K)
K atoii rpynme otHocsaTest Hecnenuduueckuit sizpennbiit komut (HAK) u 6one3ns Kpona
(BK)
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HAK — BocnanuTenbHO-ASCTPYKTUBHOE TIOPAXKEHUE CIIUZUCTON 000JIOUKH TOJICTOM KHIIIKH,
UMEIOIee XPOHUIECKOE TEUCHHE C YAaCThIMU PEIHIMBAMU U HEPEAKO — TSAKEIBIMH OCJIOKHCHHSI-
MHU.

Kanacenpurkanusa HAK (H. H. Kanmuna n O. A. Kanmun, 1974)

Ilo ghopme:

1) HenpepsIBHBIN (0 MEPBON PEMHUCCHN), 2) PEIUIUBUPYIOIINA;
Ilo cmenenu mascecmu.
1) nerkas, 2) cpeaHen TsHKECTH, 3) TsDKeas;

Ilo npomsoicennocmu nopasxcenust:

1) nucTanbHBIN (IPOKTUT, MPOKTOCUTMOUANT), 2) JIEBOCTOPOHHUH, 3) TOTAJIb-HbIN;

Ilo meuenuro:

1) MontHHEHOCHOE, 2) OCTpOE, 3) XPOHUYECKOE;
1o gpasze:
1) obocTpenue, 2) peMHCCHS.

BK — xponmueckoe penuauBupyloiiee 3a0ojieBaHUE, XapaKTepU3yIolleecs TpaHCMypaib-
HBIM IpaHyJIeMaTO3HbIM BOCHIAJIEHUEM pa3iuyHbIX oTnenoB KKT.

Knaccugpukayus BK nipennonaraer pa3audarh 3a00JIeBaHHE:

I. [lo mokanu3anuu: TEPMUHAIBHBIN WICHT, WICOTU(DINUT, KOJIUT, SHTEPUT, MOPAKEHUE TIe-
pUaHAIBHOM 00JIacTH, APYTUe JTOKATH3AIUH (JKEITYI0K, TUIIEBO], POTOBasi OJIOCTh U T. II.).

IL.ITo mpoTsixenHocTr: orpanudenHas (10 100 cm) u pacnpoctpanenHas (6omee 100 cm)

II1. ITo popme (cornacuo Benckoii kinaccudukarnym 1998 r.):

1. Cteno3upytromas (¢ 00pa3oBaHUEM CTPUKTYP).

2. Ilenerpupyromas (nepdopatuBHas, ¢puctynoodpasyromas) — ¢ oOpazoBaHueM abIOMHUHAIBLHBIX
MHQUIBTPATOB, MEKKUIICUYHBIX U MEXOP- TAHHBIX CBUIIEH, aOCIIECCOB.

3. Hecteno3upyroiias 1 HEeMeHeTpupyromas (BocnaauTeIbHas) — 0oJiee XapaKTepHa JJIsl Topaxe-
HUSI TOJICTOM KUIIKH.

Tabmuma 17

Kpurepun onenkn crenenn tskeeru HAK
CuMnTOMBI Jlerkas Cpennersxesas Tskenas
YacroTa cTyaa Menee 4 4-6 6-8 u Gouee
IIpumech kpoBH B cTYyJI€e Karum [epemenrana ¢ xanom Jlyxwuna
Temnepartypa Teaa Hopmanehas MoskeT OBITh MTOBBIIIICHA IToBbIieHa
Taxukapaus Her Ectp Ectp
IMoTepst Macchl TejIa Her Hesnaunrensnas 3HaunTEIbHASL
AHemust Her | crenenp II crenens
CO3 Hopmanbhas VYckopena 3HAYUTEIBHO YCKOPEHA
JleiikonuTo3 Her MoxeT OBITh Ectp

6.11. Octpoiii nankpeatur (OIT)
OIl — BoCTATUTENBHO-IECTPYKTUBHOE TOPAKEHUE TTOKEITYI0YHON KeIe3bl, CBI3aHHOE C
aKTHBAIlMEH TaHKpeaTUIeCKnX (PEpMEHTOB BHYTPH CaMOM keJe3bl U (hepMEHTATUBHONW TOKCEMHEH.
Paznuuaarot 2 popmer (ctagun) OI'l Ha OCHOBaHMH KIUHUKO-MOP(OJIOTHUECKHUX TAaHHBIX
1) “HTEepCTUTINATBHBIN (OTEYHO-CEPO3HBIN ),
2) NeCTPYKTHBHBIN (ITAHKPEOHEKPO3).
IlankpeoHeKPO3 MOKET 1aBATh PAHHHE U MO3/IHUE OCT0KHEHHUSI.
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Pannue:
1)moxk;
2) me4eHo4Hasi HeJIOCTaTOYHOCTb;
3) moueyHass HEOCTATOUYHOCTb;
4)1BC, xpoBOTEUCHHS;
5) caxapHbIii qua0eT.
Tlo3onue:
1) MCEeBIOKUCTHI TTOIKETYTOUHOM JKETIE3bl;
2) aGcrecchl U uIeTMOHA TTO/KETYTI0YHOM JKEJIE3bI;
3) cBuy;
4) nepuUTOHMUT.

6.12. Xponunveckuii nankpearut (XII)

XIT — 3T0 peuuauBUPYIOLIEE WIN JITUTEIbHOE HEMPEPHIBHOE BOCHATIEHUE TOIKEITYJOYHOM
JKele3bl, XapakTepusymoleecs HeoOpaTUMbIMU MOP(OIOrMUeCKUMH H3MEHEHUSIMH TOCIEAHEN, B
TUMUYHBIX CJIy4asx BbI3bIBaiollee OONHM M, y YacTU OOJBHBIX, HAPYIIEHHE 3K30KPUHHOM, SHIO-
KpUHHOU (DYHKIIMH WJIK UX 00EHuX.

XII paznuyaror:

1) o mpoOUCXOXKICHHUIO: IEPBUYHBINA U BTOPUYHBIHA (Ha (oHE 3a00eBaHMI OPTaHOB MUIIICBAPCHNUS);
2) 10 TEYCHHIO: PEIUIUBUPYIOLINH, C TOCTOSHHBIME OOJISIMU U JIATEHTHBIN;

3) no nepuoay: 000CTpeHus, CyOPEMUCCHUH U PEMHUCCHH;

4) 1o TSKECTH: JIerKasi, CpeAHEeN TSKECTH U TsKenasi (COOTBETCTBEHHO CTENEHU IK30KPUHHOW He-
JIOCTAaTOYHOCTH).

6.13. I'e1IbMUHTO3BI

I'enbmuHTO3BI (OT Tped. helmins — 4epBb, TIHMCT) — 3a00JieBaHMs, BO3HUKAIONIUE B Pe-
3yJlIbTaTe€ BHEIPCHHs TMapa3UTHUYECKUX YepBEed B OPraHU3M YENOBEKAa, YKHBOTHBIX WU PACTCHHIA.
['enbMUHTO3BI CPEIHUX MIUPOT HAPYIIAIOT 3I0POBHE, TPOMHYECKHE T'eIbMUHTO3bI HEPENKO Iake
YTPOKAIOT KU3HU MAIMCHTA.

Bce renbMUHTEI pa3ensifoT Ha TPH Kiiacca:
1. Nematoda (HemaTo/1a) — KpYTJIbIC YEPBH.
2. Trematoda (TpemaTo/1a) — COCaJIBIIHUKH.
3. Cestoda (uiectoga) — JIGHTOYHBIC YEPBH.

Tabnuma 18
JNuaeMHOJIOTHYeCcKas Kiaccupuranns reJJbMuHTO30B YesioBeka (E. C. Jleiikuna)

I'pynna reJbMHHTO30B
OnoreJJLMHHTO- reoreJJbMHHTO3bI KOHTAKTHBIE
3bl (00s1€3HHU, reJIbMHHTO3bI
(00s1e3HMU, nepeaaya KOTOPBIX (00J1€3HHU,
Jlokanuza- | Mexannsm | DakTopsl nepena- nepenava 4eJIOBEKY nepega4a
nus Bo30y- nepefaavu un KOTOPBIX 4eJI0- MPOUCXOUT Yepe3 KOTOPBIX 4e-
JUTeNsA HHBa3UH HHBAa3HUM YeJI0BEKY BEKY 3JIEMEHThI JIOBEKY
NPOMCXOTUT C BHeIIHeH cpebl, NMPOUCXOUT
ydyacTuem rjie pa3BuBalOTCA Hemocpe.-
JKUBOTHBIX, B JIMYUHOYHbIE CTBEHHO
YybeM CTaMM Mapa3uTa) 0T 00JILHOTO
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opraHmsme WIH
pa3BUBaeTcH yepe3
B0O30yIMTeNb) OKpYy:Kalolue
ero
npeaMeThl)
Kumeunuk Kumeuno- DeMEHTBI DXUHOKOKKO3 Ackapuno3 DHTepoOuno3
u coobua- | opaybHbIHA BHEIIIHEH cpeibl ATBBEOKOKKO3 Tpuxouedanes I'imenonenuno3s
FOIIHECS (mousa,
C HUM BOJIa, OBOIIY,
OpraHbl STOMBI U 1P.),
PYKH, TIPEAMETHI
JIOMAIITHET o
obuxona
Msicuble npoayktel | Tennapunxos - -
Tenuos
PreiOHbIC ipOonykTHl | JudmmiodboTpuos | - -
Onuctopxo3
Knonopxos u
Apyruc
TPEMaTO 0361
Kumreuno- TTouBa - AHKHIOCTOMHUI03 -
TKaHEBbIN Hekaropos
CrtpoHruiaounos
Bspocisie TkaneBo- Msicuble npoayktel | Tpuxunennes - -
ocoOu B OpaJIbHBIN
KHIIEYHHKE,
JTUYUHKA
B MBIIIIAX
IloaxoxHas
KJIeT4aTKa
Bspocisie Kumeu- Bona HpakyHkyne3 - -
ocobu B HO(MOYE)-
KpOBEHOC- TKaHEBbIN
HBIX  COCY-
Hax,
JUYUHKA B
KHIICYHUKE
WA
MOUYEBOM
my3bIpe
B3spocabie Tpancmuc- UneHuctoHorue OuipuaTo3bl - -
ocobu B CUBHBIH
TKaHAX, JH-
YHHKH B
KpPOBEHOC-
HBIX  COCY-
Jax
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Inasa 7. 3ABOJIEBAHUS ’KEJTYEBBIIEJIUTEJILHOW CUCTEMBI

Kaaccudukanus 60Jie3Heil xkeJTueBbIIeTUTEIbHOI cucTeMbl (1o A.B. Masypuny, 1984)

I. ®yHKkuMOHAIBHBIC HAPYLICHUS:

1) JduckuHe3ws: a) TUIIOTOHWYECKAs, TUIIOKWHETUYECKas, 0) THMIIEPTOHUYECKAsl, THIIEPKUHETHYE-
CKasl; B) CMEIIIaHHAs.
2) InckpuHHS KEITIHOTO MY3BIPS;

II. Mexannueckre HapyIICHHS: a) BPOXKICHHBIC aHOMAJWMW; 0) TUmepruiazus JuMmdaTude-
CKHX X€eJIe3; B) MUKPOKAJIbKYJIE3; T) CHHAPOM XOJIeCTasa.

III. BocanuTenbHble 3a00JIEBaHUS: a) XOJCHHUCTUT: C COXpPaHEHHEM (DYHKIHU KEITYHOTO
My3bIPA, - OTKIIOYEHHBINA (He(yHKIIMOHUPYIOLIHIA) JKEITYHBIN My3bIph; 0) XOJAHTHUT, B) XOJEIHCTO-
XOJIAHTHUT;

IV. 3aboneBanus OONBIIOTO AYOJEHATBHOTO COCOYKA U OOIIETO JKEITYHOTO MPOTOKA: a)
(GyHKIIMOHATIbHBIE: TUTIOTOHMSI; TUTIEPTOHUS;

0) BocIanuTeIbHBIC; B) OOTypallMOHHEIE.

V. IlocTX0AEMUCTIKTOMUYECKU N CUHAPOM;

VI. OOMenHbIe 3a001€BaHUs: JKeTUeKaMeHHast 00JIE€3Hb;

VII. ITapasuTtapHsle: OIUCTOPX03, IXUHOKOKKO3, T€JIbMUHTO3BI;

VIII. OnyxoneBbie 00pa3oBaHMsL.

IX. TpaBmMaTnueckue NOBPEKICHHUS.

7.1. OcTphlii X01eHUCTHT (OCTPBIA X0JI€HMCTOX0JAHTHT)
- KaTapaJbHbIN;
- (IeTMOHO3HBIN;
- TAHTPEHO3HBIN (IECTPYKTUBHON ).

7.2. lnckuHe3nu cucrembl xeaueBbiaenenus (JJCKB)

JCKB - xomiuiekc KIMHUYECKUX cuMnToMoB (Pumckuii koHceHcye, Pum, 1999), pa3Bus-
IUXCA B PE3yJbTaTe MOTOPHO-TOHUYECKON AUCHYHKIMH KETIHOTO MY3bIPS U KEITUEBBIBOISAIINX
myTei, 6e3 MPU3HAKOB OPraHUYECKOTO UX MOpaKeHUs (BOCIIaJIeHIE, KAMHH).

Knaccupukanus GyHKHHMOHAIBHBIX paccTpPoiicTB Ouuapuoro tpakra (Pum, II).

a) 1O JIOKAIM3aluu — TUCPYHKITUS KETIHOTO My3bIps, nuchyHKiusa chuakrepa Onnu;
0) 10 ATHOJIOTUH — TIEPBUYHBIC, BTOPUYHBIC;
B) 110 (YHKITMOHATBHOMY COCTOSIHHIO — TUITO( YHKITHS, TUTIEPd YHKITHS.

Kinaccunpukanusi 1McCKMHE3UI KeT4eBbIIeJINTEeIbHOI CHCTEMBbI
1) OTnonarorenernyeckas XxapakTepUCTHUKA: IEPBUYHbBIE; BTOPUYHBIE.

2) Tun HapyleHUus MOTOPUKHU: THUIIEPTOHNYECKU-TUIEPKUHETUUECKUN (TUIIEPMOTOPHBIH ); TUIOTO-
HUYECKU-TUTIOKUHETUUECKUH (TUTIOMOTOPHBIN ); TUCCOIMUPOBAHHBIM.

3) Tum TeyeHus1: JaTEHTHOE; C PEAKUMH 00OCTPEHUSIMH; C YaCTHIMU O0OCTPECHHUSIMHU.

4) Craaus: peMuccHst,; 000CTpeHHE.

OtnenbHBIE POPMBI:

- IUCKUHE3US JKEIUYHOTO My3bIps (THIEp- U TUIIOTOHUS, yBelIMYeHHe 00beMa IPU COXPAHEHUH dBa-
KyaTopHOU (pyHKIMH);

- JOMCKHHE3Uus COUHKTEpoB (TumeproHyc chuHKTepa Omam, auccuHeprus cpuukrepoB Oxmu u
JIroTkeHca).
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7.3. AHOMAaJIUM KeJT4YeBbIBOASIIUX MyTel
1) aHOMaIMK MOJIOKEHUS JKEITUHOTO ITY3bIPS;
2) runoIuasus )KeI4HOTo My3bIps;
3) areHe3ust )KEIYHOTO Iy3bIpS;
4) 106aBOYHBIH KETUHBIH My3bIPb;
5) nedopmanyu KeITIHOTO MY3BIPS;
6) aTpe3us KETICBBIBOIAIINX MyTEH;
7) aHOMAJIMH KETYEBBIBOIAIINX IPOTOKOB.

7.4. Keaunoxkamennas 0ose3ub (ZKKbB)

KKb - oOmenHOe 3200JI€BaHHE CHCTEMBI KEITYEBBIICICHHS, XapaKTepu3yoleecs o0pas3o-
BaHHMEM KaMHEH B JKETYHOM ITy3bIpPE WU B KETUYHBIX MPOTOKAX.

Kaaccuduxanus. ¥ gereil o0menpuHaTol KiaccupuKanuu HeT. [ mpakTHUeCKuX 1eei
MOXXeT ObITh Hcmoib3oBaHa kiaccubukanus KKb, npunsras ceezmom Haydnoro oOrmiectBa ra-
ctpoanTeposioroB Poccun B 2002 T.

I cragus — HavanpHas WIK NTpeIKaMEeHHAs;

- TycTasi HEOJHOPOIHAS KEITUb;
-popMupoBaHue OWIMAPHOTO Claka C HAIMYUEM MHUKPOIWTOB; C HATUYMEM 3aMa3KooOpazHOM
JKEITYU; COYCTAHNE 3aMa3KO00PA3HOM KETYN C MUKPOJIUTAMHU;
II cramus — popMHupOBaHUE KETUYHBIX KAMHEH:
- 110 JIOKATM3AINH: B )KETYHOM ITY3bIpE; B 00IIEM KETYHOM MPOTOKE; MEUSHOYHBIX MPOTOKAX;
-110 KOJINYECTBY KOHKPEMEHTOB: OAMHOYHbIEC, MHOKECTBEHHBIE;
- 110 KIIMHUYECKOMY T€UEHHIO: JJATEHTHOE, C HaJIMYMeM KIMHUYECKUX CUMIITOMOB — OoJseBas ¢popma
C TUMMYHBIMU KEITYHBIMU KOJTHKAMHU;
- mucriericnueckast hopma; ol MacKou Ipyrux 3a00JIeBaHMA;
III cragust — XpOHUYECKUI PELMANBUPYIOLIAN KalbKyJIE3HbIN XOJICIUCTHUT;
IV cranus — ocnoxxHeHus.
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I''TABA 8. XPOHUYECKUE 3ABOJIEBAHUS IIEYEHU

Briensror cnenyroniie popMbl XpOHHYECKUX 3a00JI€BaHU TTEYCHH.

1. Ilepsuunvie 3a601e6anus neveru:

1. Bpoxxaennble 3a00IeBaHUS:

1.1. BpoxxneHHbi# ((peTanbHbIN) renaTuT (MIUONAaTHICCKUN, UACHTU(OUIIMPYEMOM STHOIOTHH ).

1.2. AHOoManuu pa3BUTHs TTeUeHU (BpOXACHHBIE (hrOpPO3 MEUCHH, TTOJIMKUCTO3HAsT OOJIE3Hb ), KeITd-
HBIX [TPOTOKOB (apTeprONeUYeHOUHasl TUCIUIa3usl — O0JIe3Hb AJNaKUIUIS, APYTrue BapHaHThl aTPe3uu
BHYTPUIICUCHOYHBIX KEIYHBIX TPOTOKOB O€3 UM B COYETAHUU C APYTUMHU aHOMAJIUSIMU, B YaCTHO-
ctu cunapomsl LlemuBerepa u baitnepa, 6one3ns Kaponu) u BHyTpunieueHOYHBIX pa3BETBICHUI BO-
POTHOM BeHBI (BEHOOKKIIIO3HOHHAsI 00JIe3Hb, IEPErOPOAKH U TPOMOO3bI IEUCHOYHBIX BEH).

2. HacnencTBeHHBIE MUTMEHTHBIE TemaTo3bl (6one3nu XKXunbbepa, Jlabuna—/>xonca, Poro-
pa, Kpurnepa—Haiispa [ u Il Tumna).

3. Uudexunonnbie 3a00IeBaHMS TICUCHH:

3.1. XpoHHUYECKHE TeMaTUTHI.
3.2. uppo3bl neyeHu.
3.3. Ilapa3uTapHbie 3a00J€BaHUsI TICUCHHU.

4. Tokcuyeckoe M JIeKapCTBEHHOE MOpaXeHUE MeueHH (adaTOKCHUH, YETBIPEXXIJIOPHUCTHIN
YIIepoA, paAuallMOHHble, UHANMCKUI NETCKUIA LIUPPO3, CENCUC, TMIIEPBUTAMUHO3bI A U D, nuro-
CTaTHKH, IPOTUBOCYOPOKHEIE MpenapaTel — AU(EHUH, KapObaMa3enuH, mpenaparhl BaIbIIPOCBOH
KHCIIOTHI,

XJIOPIIPOMAa3UINHA, OTPaBJICHUs IprbamMu, aHAPOTEHHbIE MIpernapaThl, OpaIbHbIE KOHTPAIENTUBBI U
Apyrue).

5. Cunnpowm Pes.

6. Onyxoau ne4eHu (KapiuHoMma, rernatodjactoma, reMaHruoMa, METacTasbl).

11. Bmopuunsie (cumnmomamuyeckue) nopaxcenusi ne4eHu:

1. [TopranpHasi TMIIEPTEH3US IIPU BHETICUEHOYHOU OJIOKa e TOPTAILHOTO
KpPOBOOOpAIICHHUS.

2. O0MeHHbIe 3a00ICBaHUS TICUCHU:

2.1. 'enatonentukynspuas aereHepanus (6one3np Buascona—KonoBanosa).
2. 2. 'anakto3emusl.

2. 3.I'muxorenoss I, 111, IV, VI Tumos.

2. 4.Ctearopo3ssl (;KUpoBasi TUCTPOGHS TTCUCHN ).

2. 0.OpyKTO3EMUSI.

2. 6.Tuposunemus [ u Il Tuna.

2. 7. Myxkononucaxapui03sl;

2. 8. HacnencrBenHsle eeKThl 00MEHA MOYEBUHBI.

2. D.lluctunos.

2.10. 'emoxpomaros.

2.11. HacnencrtBennble HapymieHuss oOMeHa unuaoB (0one3nb BonbmaHna, XomecTepruHo3, 00JIe3Hb
IN'ome, Humanna—IIuka tum C).

2.12. bone3np MeHkeca.

2.13. Jlepunur a,-aHTUTPUIICHHA.

2.14. MykoBHCIIMI03.

2.15. Tleuenounast mopdupus.
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3. 3acToitHas reueHb Mpu OO0JIE3HAX CEPICUHO-COCYANCTON CUCTEMBI (aHOMAHS DIINTEHHA,
CIIMITYMBBIN MEPUKAPIIUT, CEPJICUHAsI HEJOCTATOYHOCTH ).

4. I'emaTomeranust pu 3a00JIEBAHUSX CUCTEMBI KPOBH (JICHKO3bI, TUMQOTpaHylIeMaTo3, pe-
TUKYJIOTHCTUOIIUTO3bI, TOPPUPUU, CEPIIOBUIHO-KICTOYHAS aHEeMUsl, TUM(OMBI, MUenonpoudepa-
TUBHBIE 0OJIE3HH, TEMOXPO- MATO3BI).

5. UmmyHomatonmoruueckue 00Jie3HU (aKTHUBHBI XPOHUYECKHH ayTOMMMYHHBIH TEIaTHT,
00JI€3HU TOJICTOTO KUIIEYHUKA, CUCTEMHAasl KpacHasi BOJTYaHKa, aMHJION103, CAPKOU]I03, IEPBUYHBIE
UMMyHOAepUIIMTHBIE 00e3Hn — cuHpoM [lIBaxmana u apyrue).

8.1. Xponnueckuii renatur (XI')
XI" — BocmanMTeabHOE 3a00JIeBaHNe TIEUeHH, Iudmeecs 6 Mec u OoJee.
CorunacHo pexoMenaannu BecemupHoro konrpecca renarosoros (oktsaops 1994 r., Jloc-
AHKeJec), pa3JH4aT:
@opmvr X1
1) XpoHHUYECKHI BUPYCHBIN TeNaTUT C YKa3aHWEM BbI3BaBIero ero Bupyca (B, nenwsra, C, G, F) nmm
OTMEYaeTcsl, YTO BUPYC HE UACHTU(DULINPOBAH;
2) ayTOMMMYyHHBIU T€NaTHT;
3)XpOHMYECKUI TOKCUYECKHUI MU JIEKAPCTBEHHO-UHAYLIUPOBAHHBII I€NaTUT.
Axmusnocmo XI':
a) MUHUMAaJbHas (IpeBbIllIeHre HOpManbHOTo YpoBHS AnT 1o 3 pa3);
0) ymepenHas (akTuBHOCTh ANIT B CBIBOPOTKE KpPOBH MOBkIIIeHa 10 10 pa3);
B) BhIpakeHHas (ypoBeHb AT Gonee ueM B 10 pa3 mpeBbIliaeT HOpMaIbHBIN);
') HEaKTUBHBIN TeMaTuT.
B ocHoBe olleHKH cTeneHU aKTUBHOCTH JICKHT, IIPEKIE BCETO, OMPENEICHUE 8blPANCEHHO-
cmu MOp@pOon0cULecKUx UsMeHeHUl.
a) MepUIOPTAIILHOTO HEKPO3a ¢ HAIMYMEM MOCTOBH/IHBIX HEKPO30B;
0) BHYTPHUIOJILKOBOM J€TeHEpallny,
B) BOCIIAJICHHE B MMOPTAJIbHBIX TPAKTAX.
Cmaouu XT:
1)caboBbIpaXeHHBIN IEPUTIOPTATIBHBIN PUOPO3;
2) ymepeHHbI Gudpo3 ¢ MOPTONMOPTATLHBIMU CENTAMU;
3)BBIpakeHHBIN (PUOPO3 C TOPTOIEHTPATHHBIMU CETITAMH,
4) HapylICHUE T0JIBKOBON CTPYKTYPHI,
5) dbopmupoBaHue UPPO3a MIEUYCHHU.
Daswi pa3BuTUA Bupyca (npu Bupycaom XI'):
a) perIuKaluy;
6) UHTErpALIIH.

8.2. Cunapom Pes
Cunapom Pes — octpoe 3a0osieBanue, onrcanHoe B 1963 r., XapakTepusyrooIieecs TSKeIon
sHIeaionaTuell B COYETaHUH C )KUPOBOM JIeTeHEPAIEH TICYCHH U TTOYEK.

Tabauua 19

Kuannnyeckue craauu cunapoma Pesi (baancrepepu Y. @., 1994)
| CTaIlPIPI | CuMNTOMBI B MOMEHT rocnuTajJau3alnnun

43



| OO0b19HO OOBHOM CIIOKOCH, JIETAPTUYCH M COHJIMB; PBOTHI; JIAOOPAaTOPHBIE JOKA3aTENbCTBA TUCPYHKIINU
MeYeHU

1 I'myOokast metaprusi, CIyTaHHOCTb CO3HAHUS, NENUPHUN, BO3OYKICHUE, THIIEPBEHTIIIINS, THIIEppedIIeK-
cust

1l 3aTOpPMOKEHHOCTb, CITyTaHHOCTb CO3HaHMS, HETIIyOOKasi KOMa, CyJJ0poru (MOTYT M HE OBbITh), IEKOPTHKA-
IIMOHHAs PUTHIHOCTh, HO PEaKIHs 3pa4KOB Ha CBET COXPaHEHa

v Cynoporu, rirybokast KoMa, JienepeOpannoHHas pUrHIHOCTh, OTCYTCTBHE PEaKIMy 3payKoB Ha CBET, (PHK-
CHPOBAHHBIC 3paUuKH

\Y/ Kowma, yrpata riry0OKIX CyX0KHUIBHBIX Pe(IeKCOB, OCTAHOBKHY ABIXaHUs, (UKCHPOBaHHBIE pPAaCIINPEHHBIE
3payukH, BAJIOCTH, Aenepedparusa (MHTEpMHATTUPYIONIAs ), H303aeKTpuaHas DT

8.3. lluppo3 neyenu

[Tox uuppo30M MEeYEHH MOHUMAIOT BCAKWNA XPOHUYECKUW BOCHAIUTENIbHBIA MPOIIECC B Iie-
YEHU, KOTOPBIA COMPOBOXKIACTCS THOETBIO U Y3JI0BOM Mponudepareii mapeHXxuMbl, a TakKe peax-
THUBHBIM pa3pacTaHueM COEIMHUTEIbHON TKaHH. B pe3ynbraTe 3TOro MpOUCXOAMT A€30praHn3alus
JOTLKOBO-COCYTUCTON apXUTEKTOHUKH TICUEHU C MOSBICHUEM MPU3HAKOB MOPTAIBHON THIIEPTECH-
3WH, IEYCHOYHO-KJICTOYHBIX U ME3CHXUMAIIbHO-BOCTIATUTENLHBIX HAPYIICHUN.

Brigenstor ciaenyromnye TUIbI MUPPO3a MEYCHH.

l. ITo mop¢osiornueckomy Npu3HaKYy:
A. MakpoHOIYISIpHBIN (KPYITHOY3JIOBOM, MTOCTHEKPOTUYECKHH ),
b. MuxkpoHoaynsipHBIi (MTOPTATbHBIN, CENTAIBHBIN);
I'. CMemaHHbIH;
J1. bunuapuseiii (Ha craguu GOpMHpPOBAHUS CXOJAEH C MUKPOHOIYJSPHBIM, HO Jajiee pa3BUBAaeTCs
BHYTPHUIIEYCHOYHAS] OOCTPYKIIUS 3a CUET MOPOKOB PA3BUTHUSI BHEMICUCHOUHBIX KEMYHBIX MYyTeH WIIH
0€3 HUX).

I1. ITo 3THONIOrNYECKOMY NPU3HAKY:
1) undexkumonnsii (mocie ocrporo rematura B, C, B+D, G, XI', HI', ropa3no pexe — mocie
BPOXKJICHHOTO CH(HUIIHCA, CETICHCA, TCHEPATU30BAaHHOM ITUTOMETAJINN );
2) oOMeHHBIN (HAcIeACTBEHHBIE (DEPMEHTOINATHN: TeHATOJCHTUKYJISIpHAS JereHepalus, TeMoXpo-
Maro3, 1e(HUIUT OI-aHTUTPHUIICHHA, TAIAKTO3eMUs, TIIuKoreHHas 6onesns 111, IV tumos, HemepeHo-
CUMOCTH ()PYKTO3BI, TUTTHU03bI, TAPO3UHEMHS ),
3) BcreAcTBHE OOCTPYKIIMH JKETTYHBIX MYyTeH (aTpe3usi BHEMIEUCHOYHBIX )KETYHBIX MyTeH, KUCTa XO-
nenoxa, CHHAPOM ANaxuuis, NeUIUT a-aHTUTPUIICHHA, O0JIe3Hb baitiepa, MyKOBUCITII03);
4) 3acCTOWHBIA KaK CJIEICTBHE CEPJCUHO-COCYIUCTON MATOJOTUHU (CIAUITYUBBINA MEPUKAPIUT, JIETOY-
Has TunepTeH3us, 6one3ns banna — Kuapu, BeHOOKKIIIO3MOHHAs 00JIe3Hb) U APYTUX BUIOB BHETIC-
YEHOUHOM OJIOKa/IbI MOPTAIEHOTO KPOBOOOPALIICHHUS;
5) aJIKOTOJBHBIH;
6) UIMMYHOTIATOJIOTHYECKUH (ayTOMMMYHHBIH );
7) MHOUWACKUI TETCKUM IUPPO3;
8)ummonaTH4ecKuii, HEKIACCU(UIIUPOBAHHBIN (JICKAPCTBEHHBI — METOTPEKCaT M Jp., KBAIIHOP-
KOD; SI3BEHHBIN KOJUT U Ap.).

I11. ITo K TUHUKO-(PYHKIHMOHAILHOMY NPU3HAKY:
1) cragus (HavanbHas, cHopMUpPOBaHHAS, TUCTPOPHUUECKAs);
2) (a3a (HeaKTUBHAs, aKTUBHASA);
3) TeueHue (mporpeccupyroliee, CrabuibHOE, perpecCUpyromee);
4) HapymieHue GyHKIIUU TTeYeHU (OTCYTCTBYET, JIETKOE, TSHKEI0e);
5) mopTanibHas TUTIEPTEH3UsI (OTCYTCTBYET, YMEPEHHAs!, BRIpaKEHHAs);
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6) TUTIIEPCIUICHNU3M (€CTh, HET).

Taobnuua 20

Craanu ne4eHoYHOM IHIEePATONATHH

Cragun

Ipuznakn

Xnonawumuii Tpemop,
aCTEePHUKCHUC

HN3menenus na 33I

I (upoapomainb-

Has)

Didopus, nepuoauyeckas JeTap-
I'Msl, 3aMe/IIeHHas

pedb, HAPYIIEHUS CHA, TPYJHOCTD
pucoBaHUS (QUIYp, BBHIIOIHEHUS
YMCTBEHHBIX 3a/1a4

EnBa 3amereHn

Her

II (mpexoma)

COHHI/IBOCTI), HCAJACKBATHOCTh
noBeacHus, CMCHa HACTPOCHU:,
JAC30pucHTaIUA, MeYCHOYHBII

3allax, HEJACpKaHNEC MOYH, Kajia

Nmeercs

I'enepanuzoBanHoe 3amen-
JIEHHE 9-BOJIHBI

III (cTymop) BonpHO# cnut, HO MOXeET OBITh 3ameTHbIe TpexdasHbie
paz0OyxeH, OeccBs3Hasl pedb, TH- | » BOJTHBI
nieppedaeKcus, pUruIHOCTh
IV(ray6okas ko- | Apeduiekcus, KoMa, CHHXEHHE
JIBycTOopoHHEe 3aMeieHHe
Ma) WIN OTCYTCTBHE peaknuu Ha 0o-
OOBIYHO OTCYTCTBYET D-BouHsl, «MOJTYAILAs»
JIEBBIC Pa3APAKHUTENIN, MBIILICTHAS
Kopa
THIIOTOHUS P
Taobmuma 21

Padouas kaaccudukanus 0ojie3Heill neperpy3Ku Kejae3omM
(Tokapes 1O. H. u coasr., 2004)

I'pynna

3a0o0JeBaHus

1. I'emoxpomMaTo3bl
(mepBuuHBIC 3a00yEBa-
HUSI, CBSI3aHHBIE C TIe-
PErpy3KoH jKee30M)

- Hacnencreennsii remoxpomaros (tun 1; HFED).

- IOBenmnbHbIl remoxpomaros (tun 2; HFE 2).

- He ces3annsiit ¢ HFE remoxpomatos (tun 3; HFE 3).

- He cBa3annsiii ¢ HFE remoxpomaros («aukoro Tuma),

- HeonaranbHblif reMOXpoMaTo3 (HEOHATaIbHbIH THTaHTOKJIETOYHBIN I'eTaTHT)

2. Bropuunas mepe-
rpy3Ka ene3oM (BTO-
pHYHBIE TEMOXPOMATO-
3Bl U TEMOCHICPO3HI)

1) AHeMuH, CONTPOBOXKIAIOITUECS TIEPETPY3KOH JKEIE30M:

- CBS3aHHBIE C MACCUBHBIM Hed(P(EKTHBHBIM OJPUTPOIOI30M (TsDKenble OeTa-
TaJIacCeMHYECKHE CHUHIIPOMBI, CHACPOOIAaCTHBIE aHEMHH, BPOKICHHBIC JU33PHTPOIOI-
THYECKHE aHEMUH);

- pedpakTepHbIC THIIOMIIACTHYECKHE aHEMUH (HApUMep, MPH XPOHUYECKON MOYeTHON
HEIOCTaTOYHOCTH, YUCTOHN KICTOYHOM arlia3uy, alilaCTHICCKUX W MHEIOTUIACTHYCCKUX
CHUHJIpOMaX).

2) 3aboneBaHus, MPOTEKAIOIINE C YMEPEHHOM MEPErpy3KoM KeIe30M:

- XpOHHYECKHE OOJIE3HU TIeUeHH (aJTKOTOJILHBIN IIUPPO3, MOPTOKABATBHBII aHACTOMO3);

- BpOXKI€HHas aTpaHcheppruHEMHUS);

- MO3THSIST KOYKHAS TTOppupusl.

3) MecTHast meperpy3Ka Kelle30M:

- nerovHast (MANONATHIECKHUH JIETOYHBIN TeMOCHIEPO3);

- MoyeyHas (HarmpuMep, MPH MapoKCH3MaNIbHOW HOYHON TeMOTI00NHYpPHH, CEPIIOBUIHO-
KJIETOYHOM aHEMUH, COCTOSIHHSIX TUIA <K€MOJIUTUYECKON TOUKH>);

- CHHIpOM TuTIepEepPHHEMHUH C KaTapaKTO! Tias3.

4) [Ipyrue BUABI IePEeTPy3KH KEIe30M:

- adypuKaHCKas Ieperpy3Ka Kele30M;

- alepyIoIIa3MIHEMUS
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8.4.CunpoM noprajbHOM rUMNIEPTEH3NH

IIo marorene3y nmoprajbHy0 rHIEPTEH3HI0 PA3JINYAOT (MOAU(PUIHMPOBAHHAA KJIACCH-
¢puxanusa Osepa):

1. BHyTpunedeHo4Has:
a) LUPPO3bI IEUEHH;
0) pubpo3 neuenu;
B) OTYXOJIU TICYEHHU;
I') U30JIMPOBaHHAsA 0JI0Ka/la BHYTPUIIEYEHOUHBIX Pa3BETBIECHUI BOPOTHOM BEHBI.

2. lIpenneyeHounas Giokaza:
a) pyOLOBBIN CTEHO3, OOJUTEpaIis WK TPOMOO3 BOPOTHOI BEHBI, a TAK)KE CEIE3CHOYHON BEHBI
(TpombodeduTHYecKas cene3eHKa);
0) BpOXKICHHBII CTEHO3 WM 00JIMTEpalnsi BOPOTHOW BEHBI MU €€ BETBEH;
B) CIIaBJICHUE BOPOTHOM BEHHI U €€ BeTBEH pyOlLaMu, OIMyX0JIIMU, MH(UIBTpaTaMu;
I') KaBEpHO3HOE NEPEPOXKIECHUE BOPOTHON BEHBI (4ACTO SIBJISAETCS CIEICTBHEM HEOHATalIbHOH Kare-
TEpU3ALNHU TYIIOYHON BEHbI, MOKET OBITh M OCJIOKHEHHEM ILIHCTOCOMATO3a).

3. brokana kpoBooOpamieHust Boitie nedeHu (6one3np bagna — Kuapu u BEHOOKKITIO3MOH-
Hast 00JIC3HB).

4. CmemnranHasi, 00yCJIOBJICHHAs IIUPPO30OM IEYCHU B COUETAHUU C TPOMOO30M BOPOTHOM Be-
HbI UJIM peKaHaIu3anuei mynouyHoi BeHsl (cunapom Kprosense — baymrapreHna).

A. @. JleontbeB U B. M. CensikoBu4 (1987) Ha ocHoBanuu HaOmoaenus 6omnee 400 mereit
¢ 6J10Ka10#1 MOPTATBLHOTO KPOBOOOPAIICHHSI pa3padoTalid CASAYIONIYIO KIacCH(PUKAITUIO:
|. Brokaoa ocnoenozo cmeonia 60pomHoOIL 6eHbl 6He NEUEeHU.
A. llexomnencuposannas (88,4% ecex nabnodasuuxcs oemeti).
ITo okanu3auM MOpPaKeHHUs COCYI0B:
1) mpokcUMaTbHBIN y4aCTOK BOPOTHOW BEHBI;
2) BOpOTHAasi BEHa HAa BCEM IIPOTSKEHUMY;
3) Bcex MarucTpaibHbIX COCYI0B OPTAJILHOM CUCTEMBI;
4) BeTBEll BOPOTHOM BEHBI BHE IIEYEHH.
ITo Ts1zkecTH TevyeHUs1 (4ACTOTA KPOBOTEYEHHUI):
1) nerkoe (He 6osee 1 kpoBoteuenus 1o 10 ner);
2) cpenneit TsoxecTH (He 6osiee 3 kpoBoTeueHuit 10 10 ser);
3) Tsokenoe (4 kpoBoTeueHus u 6osiee 10 10 et uam paHHee uX BOSHUKHOBEHHUE 710 3 JIET).
ITo cTenenu 0J10KAALI:
1) nerkas (mopransHoe aasienue ot 200 1o 290 MM BoA. CT.);
2) cpennss (nopraibHoe nasienue ot 300 1o 390 MM BoxI. CT.);
3) Tsbkenas (mopTtanbHOE NaBiieHue Boie 390 MM BOJ. CT.).
b. Komnencuposanuas (1,4% HaOIr01aBIIUXCSI IETEH) 3a CUET:
1) BoccTaHOBJIEHUSI HOPMAJIBHOTO KPOBOOOPAIIICHNS,
2) pa3BuTHs renaToyrajabHbIX KoJutaTepasei.
II. H30uposannas on0xkada enympuneuenounvixpazeemenenui eopomuoi éenvt (10,2%
Ha0TI0JaBITUXCS OOJBHBIX C MTOPTATILHON THIIEPTEH3UEH ).
1. JexomnencupoBanHas (5,5%);
2. KomnencupoBannas (4,7 %).
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I'TIABA 9. BPOKJAEHHBIE IIOPOKH CEPALIA
Bpoxnaennsie mopoku cepana (BIIC) — 310 aHOMauu cTpoeHusI cep/aiia U KPYIHBIX COCY-

JI0B, GOpMHPYIOLIHECS B IEPUOT IMOPUOHATILHOTO pa3BUTHS (IMOPUOIIATHH), B pe3yIbTaTe KOTO-

PBIX BOSHUKAIOT HAPYIICHUA TCMOANHAMHKH, YTO MOXKCT IIPUBCCTU K CGpI[G‘IHOﬁ HEAOCTAaTOYHOCTH

U TUCTPO(PHUUECKUM U3MEHEHUSIM B TKaHSAX OpraHu3Ma

Knaccupurxanus

[TenuaTpsr 00bIYHO KCTIONB3YIOT Kiaccupukanuio BIIC, moctpoeHHyr0 110 MaTohu3noI0TH-
yeckomy npuHuuny ¢ pasaenenueM BIIC nmo xapakrepy HapylIeHH TeMOAUHAMUKHA U TIO HAJTUYHUIO

HJIM OTCYTCTBHIO IIHAHO3A.

Tabauua 22

Kaaccudukxanus BpoxkIeHHBIX MopokoB cepana (mo S. N. Marder):

T'emoanHaMuka

be3 mnano3a

C nmaHo3oM

Oborartenne MaJioro Kpyra
KpoBoOOparieHus

Jedext Mexokemy104KoBOW 1epe-
TOPOIKH, NeEKT MEXKIPEICePIHON
NIepETOPOIKH, OTKPBITHIH apTepu-
aNbHBIN TPOTOK, OTKPBITHIA aTpHO-
BEHTPUKYIISAPHBIA KaHAJ, aHOMAalb-
HBIN IPeHaX JICTOYHBIX BEH

TpaHco3uIusT MarucTpajbHBIX COCY-
JIOB, OOWIMH apTepUaibHBIA CTBOJI,
TJIaBHBIA  JIETOUHBIN
CTBEHHBIH XKelyJo4YeK cepaua.

CTBOJI, CJIHH-

Kommnexe DiizeHmMenrepa

OO6emHEeHNE MAJIOTO Kpyra
KpoBoOOparieHus

CTeHO03 JIeTOYHOH apTepun

Terpana Pamno, aTpe3us TPEXCTBOP-
4aToro KianaHa, TPaHCIIO3ULUS Maru-
CTpPaNbHBIX COCYIOB CO CTEHO30M Jie-
TOYHOW apTepHH, JIOXKHBIN OOIMH ap-
TEPHUANBHBIA CTBOJ, 00Je3Hh DOIITEH-
Ha

[IpenarcTBue KPOBOTOKY B
0O0JIBIIIOM KPYTe KPOBOOOpAIIEHUS

CreHO3 YCTBhSI aOpThHI, KOAPKTAIUA
A0PTHI

be3 nHapyienuit reMogMHaMUKH

JexcTpokapaus,
JKCHUS IYI'H aopThl U €€ BETBEH,
HeOOoNbIION JedeKT MexKeTymod-
KOBOM MEPEeropoAKd B MBIIICYHOM
gactu (001e3Hp TomounHo-Ba-Poxe)

aHOMaJIMM II0JIO-
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TJIABA 10. IPUOBPETEHHBIE 3ABOJIEBAHUSA CEPAEYHO - COCYJIUCTON

CUCTEMbI
10.1. MuoxkapanTsl

MuokapauT — MOpaXKeHHe cep/ila, BO3HUKAloIIee Ha (OoHE WM Tocie MHPEKIHOHHOTO
IpoLecca, OMPEAENISIONIee HEPEIKO TSKECTb COCTOSHUS peOCHKA U MMEIOIIEE CaMOCTOSTEIbHOE

NaJIbHEUIIIee TEUCHUE.
Tabmauma 23

Hepnoz[ BO3HUKHOBEHUSA 3200/IeBAHUA

Bpo:xneHHblii (aHTeHATAJIbLHBINH) — paHHuil U mo3aHui. [Ipuodpe-
TeHHBbIH

DTHoNoTHYeCKUi haKkTop

BupycHblli, BUpYyCHO-OaKTEepHATbHBIN, OaKTEPHANBLHBIN, Iapa3uTap-
HBI, TPUOKOBBIM, UEPCUHUO3HBIA, AUIEPTUUCCKUI (JIEKapCTBEHHBIH,
CBIBOPOTOYHBIH, IMO-CTBAKITUHATBHBIN ), HIHOTIATHYECKAN

®dopma Kapaut

(mo mpeumymecTBeHHOH Jokanu3anuu | [Topaxenue npoBomsieil cUCTEMBI cepaLa
mporecca)

Teuenue Octpoe - 10 3 mec

IToxoctpoe - o 18 mec
Xponnueckoe - 6onee 18 Mec (penuauBUpyroliee, IEPBUIHO XPOHUYIE-
CKO€): 3aCTOUHBIN, THIIEPTPOGUISCKUH, PpECTPUKTHBHBINA BapHaAHThI

TsxecTp KapauTa

Jlerkuii, cpeAHETSIKENBIN, TAKEITBIN

dopMa U cTeneHb CEpIEeYHONW HEI0CTa-
TOYHOCTH

Jlepoxenynoukosas I, I1a, 1116 crencHu
[IpaBoxenynoukosas I, I1a, I116 crenenu
ToranpHas

HMcxoapl v 0CII0KHEHUS

Kapanockiiepos, runeptpodus MHOKapaa, HapyIIeHHEe PUTMa W IIPO-
BOJIMMOCTH, JIETOYHAsI TUIIEPTCH3HS, MMOpakeHNE KIAIAHHOTO ammapa-
Ta, KOHCTPUKTHUBHBIH MHOIIEPHKAPANUT, TPOMOOIMOOINIECKAN CHH-

JpoM

10.2. UHeKuMOHHBbII IHAOKAPAUT
[Tox moHsAITHEM UHGDeEKYyUOHHbIE FHOOKAPOUMbL TIOHUMAIOT BOCTIATUTEIIbHBIC TIOPAKEHUS DH-
JoKapaa (KJIamaHHOTO WJIM MPHCTEHOYHOTO), BBI3BAaHHBIC MPUCYTCTBYIONIMM B TKaHHM JHIOKapJa

I/IH(beKHI/IOHHI)IM ar¢HTOM.

Tabmuna 24
Kaaccndukanns nHQEeKIIHOHHBIX YJHAOKAPAUTOB
Kuannuko-
ITHOJIOTHYeCKAS IMaToreneruueckast | CTeneHb aKTHB-
BapuanT Teuenus Mopdoornyeckas
XapaKTepUCTHKA (haza HOCTH XapaKTepHCTHKA
I'pamnonoxurens- Nudexumonno- Beicokas (3) OcTpsrii [lepBuunas (Ha WH-
HBIC OakTepuu: | TOKCHIECKas TaKTHBIX KJIallaHaX)
CTPENTOKOKKH, CTa-
(DUITOKOKKH
I'pamotpuniarensusie | UMmyHOBOCTANN- Ymepennast AOGopTuBHBI (BBI- | Bropuynast (mpu Kia-
OakTepuy: KHIIEYHAsl | TENbHas (2) 3JI0POBJICHHE) MAHHBIX TOBPEKACHH-
Najo4ka, CHHETHOM- X, BPOXAEHHBIX IIO-
Has Tajloyka, Kieo- pokax cepaua, mHocie
cHena u Jp. orepanyii Ha cepJue)
Bakrepuanbuele  ac- | Juctpoduyeckas Munnmanesas (1) | Xponuueckuid (pe- | -
cormanuu: L-popmbr, U TUBUP YIOTITHI )
TpHUOBI, PUKKETCHUH
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10.3. Ilepuxapaurbi
[lepukapauT y neTeil MOXKET pacCMaTpUBATHCS KaK MPOSBICHUE WIH OCJI0)KHEHUE OCHOBHO-
ro 3aboneBanus. [lepukapauThl y JeTeil BCTPEUAOTCS PEAKO U eI PEXKe TUArHOCTHPYIOTCS
Kaaccnduxanus
1. Cyxue (¢pubpo3Hsbie);
2. DKCCynaTUBHbIE:
- CEpO3HbIE,;
- THOWHBIE.
Kak pe3ynbTaTr nepeHeceHHOro MepuKapAnTa, OTIEIbHO pacCCMAaTPUBAIOT ar€3UBHBIN Mepu-
KapJIUT — CUMITOMOKOMILIEKC, 00YCIIOBIIEHHBIN CpallleHUEeM JIMCTKOB TIepuKapa

10.4. Aputmum y nerei
K paccmpoiicmeam asmomamusma cunyco8oeo y31a omocam:
- CHHYCOBYIO TaXUKapIulo U OpaauKapIuio,
- CHHYCOBYIO apUTMHUIO,
- MUTPALIMIO UCTOYHUKA PUTMA U PsII APYTUX Oosiee peKiuX HapyIICeHUH.

Cunopom crabocmu cunycosoeo yzia (CCCY). Cuaapom cBsi3aH ¢ HECIIOCOOHOCTHIO CHHO-
aTPUATIBFHOTO y3J1a BBIIONHATH ()YHKITUIO BOJUTENS PUTMA U OOECTICUNTh MPOBEACHUE UMITYIbCA K
MIPEIICEPIUSIM.

Paccmpoticmea 6036yaicoenus:

- OKCTPACHUCTOJIHUS;

- HaJPKETyI0UKOBBIE (IIpeAcepAHbIe, CUHYCOBbIE, AB-3KCTpacucTonumn) / JKenya04KoBbIE;
- OZIMHOYHBIE / TTApHBIC;

- CIIOpaJituecKue / peryspHbIE;

- AJUIOPUTMUS / peryisipHbie (OUTeMUHUS, TPUTEMHUHMS, KBaIpUTCMUHU ),

- MapOKCU3MalbHasi TAXUKaPIU4.

Mepyamenvhasa apummus — 3TO CIOXXHOE HapyIIEHHE PUTMA, CBA3aHHOE C W3MEHEHHEM
MPAaBUIILHOH AESITENLHOCTH MpeAcepanii. Paznuuaior Taxu- u OpaguapuTMudeckyro GopMbl Mepiia-
HUS TIpejicepanii. B HEKOTOPBIX CydasXx MeplaTelbHas apUTMHUS BCTPEYACTCS B BUIEC MapOKCH3-
MOB.

Hapywenus ¢pynxyuu nposedenuss — 6.10kaowi.

- CHHOATpHabHas 0JIOKaa;

- aTPUOBEHTPUKYJIsIpHAst OJ0Kaaa;

- BHYTPHKEITYZI0UKOBas OJIOKaJa: MoJIHAst / HETIOIHAs, JICBOM HOXKHU / TIPaBOM HOXKKH (TIEpeTHen /
3a/IHEH BETBU).

Cunopom npesicoegpementozo 6030yicoenus stcenyoouxkos (WPW- curnopom)

10.5. ®yHKIIHOHAJbHBbIE HIYMBI Cepana
OYHKIIMOHATBHBIMU HA3BIBAIOT IIIYMBI, HE CBS3aHHBIC C HAPYIICHUEM aHATOMHUYECKOU
CTPYKTYpPHI dHJIOKap/a.

Tabmnuma 25
OTan4ns MIyMoB cepana
CaoiicTBa myma DOYyHKIMOHAJIbHBIN Opranunveckuid
TemOp Msrkuii, HeompeleneHHbIH, My3bl- | JKecTkuid, TpyObIid, Tyromuit
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KaJIbHBIN

TIponomxuTenbHOCTH Kopotkuii, 3anmmaer MeHbIYIO | JITUHHBINA, 3aHUMaeT OOJBIIYIO YaCTh
Y4acTh CHCTOJIBI CHUCTOJIBI

Wppaguanus Pacnpoctpansiercs mano, He pac- | XOpomo pacrpocTpaHsercs mo odia-
MPOCTpaHSAETCSA 3a Mpelesbl ceplila | CTU cepua U 3a ee mpeaeaamMmu

M3meHenue rpu Harpy3ke 3HauMTENbHO U3MeEHseTcs, yale | M3MeHseTcss Majio, eclii U3MeHseTcs,
ocnabeBacT TO Yalle yCUJIMBaeTCs

CBs3b ¢ TOHAMH He cBsazan OO0bI9HO CBSI3aH

10.6. CepaeuyHasi HeZOCTATOYHOCTH

[Tox cepie4HON HEAOCTATOYHOCTBIO IOHUMAIOT COCTOSIHUE, P KOTOPOM CEPALE, HECMOTPS
Ha JIOCTaTOYHbII IPUTOK KPOBHU, HE 00ecleunBaeT NOTPEOHOCTh OPraHU3Ma B KPOBOCHA0KEHUH.
Knaccudukanmss XpoHH4IEeCKOM cepAeUHON HeIOCTATOYHOCTH:

- JIEBOKEIYJOUYKOBYIO CEPJIEYHAsi HEJOCTaTOYHOCTbD;
- IPaBOKEIYJOUKOBYIO CEpJE€UHast HEJOCTaTOUYHOCTb.

Jnist pa3aeneHus cTaauii cepiedHOi Hel0CTaTOYHOCTH MOJb3yIoTes kiaccudukanueit B. X.
Bacunenko u H. JI. Ctpaxkecko, KOTOpbI€ IPEUI0KUIN BbIIECIUTD YETHIPE CTAANU:

I cragusa cepaedyHol HENOCTATOYHOCTH XapaKTEPU3YETCsS YMEPEHHOW TaxUKapAUeH B II0-
koe. Ilpu3Haku HeTOCTAaTOYHOCTH MOSBISIOTCS OOBIYHO JIUIIb MpU (PU3HUECKOW Harpyske, Kormua
MOKHO KOHCTaTUPOBaTh OBICTPYIO YTOMIISIEMOCTb, OJBIIIKY, BBIPQXKEHHYIO TaxXUKapauio. Y Tpya-
HBIX JICTEW OJHHUM M3 IIEPBBIX NPU3HAKOB ABJIACTCS 3aTPyIHEHUE IIPA KOPMIIEHUU I'PyAbIO: dyepes -
2 MUH peOEHOK OTKa3bIBAaeTCs OT TPy, CTAHOBUTCS OECIOKOWHBIM, IMOSBIISETCS BbIpaXKEHHas
OJIBIILIKA, MHOTJ]a — MEPHUOPAJIBHBIN [IMAHO3.

[Tpu Ila cTagum ofpiniKa ¥ TaXUKap AU HAOMIONAIOTCS B TOKOe. PeOeHOK yToMIsieTcs: Jaxe
IIPU BBIMOJIHEHUH OOBIYHBIX (PU3UYECKUX HArpy3ok. B 3Toil craguyu MOXKHO KOHCTaTHPOBATh MPH-
3HAKU BEHO3HOro 3acTosl. [Ipu mpaBokeayJOUYKOBOM HEAOCTATOYHOCTU 3TO MPOSIBISETCS YMEPEH-
HBIM YBEJIMUEHHUEM II€YCHHU, y JeTel MIIAJIIETO BO3pacTa — HEPEIKO aHOPEKCUEH, PBOTOM, O0IsIMHU
B JKMBOTE; IIPHU JIEBOXKEIYJOUYKOBON — BBIPAXKCHHON OJBIIIKOM, HE3BYYHBIMH BIJIAXKHBIMU XPHUIIAMH
B HIKHMX A0JIX Jerkux. Hepeako, ocoOeHHO y neTell MiaJiiero Bo3pacra, 3aCTONHbIE SIBICHUS
HaOIIOAI0TCS U B MaJIoM, U B OOJIBIIIOM Kpyre KpoBOOOpaleHus (ToTallbHas cepcdHasi HeloCTa-
TOYHOCTB). Y aeret nipu |, cTagmu 0OBIMHO OTMEYAIOT MACTO3HOCTh, K KOHITY JHSI MOTYT TIOSIBUTh-
cs1 HeOOJIbIIINE OTEKH, y CTapIIUX JeTel OObIYHO Ha HIDKHUX KOHEYHOCTSX, Y TPYIHBIX — B o0Ja-
CTH MOIIOHKM W KpecTua (IIpU JIEBOXKEIYIOYKOBOM HEIOCTATOYHOCTH MEPUPEPUUECKUX OTEKOB
MOXET M HE OBITh).

Bonee rnybokue Hapymenus nHabmonatotcs npu lle cragmm HemocrarouHoctH. PeGeHok
HaXOJAUTCS B MOCTENM, TAK KaK Jla)ke HEOOJIbIIOE JBUKEHUE BBI3BIBAET 3HAYMTEIBHOE YCHUIICHHE
OJIBILIKY M TaXUKapAuu. JleTn HepeaKo MPUHUMAIOT BO3BBIIIEHHOE MOJI0XKEHNE, OOBIYHO KallpU3HBI,
pa3apaKUTENBHBI, IJIOXO BCTYNAIOT B KOHTAKkT. Pe3ko HapymieH col, annetut. IIpu mpasoxkenry-
JOYKOBOHM HEJOCTATOYHOCTH yBEIMUYEHA M 4acTO 00JIe3HEHHA MeYeHb, KPOME CTaOMIIBHBIX Nepude-
PHUECKUX, HAOIIOJAI0TCA U MOJIOCTHBIE OTEKH (acuut). IIpym mpenmMyIiecTBEHHO JIEBOXKETYI0UKO-
BOM HEIOCTATOYHOCTH, NepudepruyecKrue OTEKH MOTYT OBITh YMEPEHHO BBIPKEHBI WM JIaXKe OT-
CYTCTBOBaTh, B TO K€ BPEMsl, BEIYLIUMH OYIyT SIBICHUS 3HAYUTEIHHOI'O BEHO3HOT'O 3aCTOS B JIET-
KHUX, BO3MOXHBI IBJICHUS IPEAOTEKA U OTEKA JIETKUX. B 3TON cTaanu HEPENKO y AETed OTMEYaeTcs
aKpoIMaHo3, MHOTJa — OOIIMI IMaHO3, 3HAYUTENIHO CHIDKEH Iuype3. Pe3ko BeIpaskeHbl H3MEHE-
HUS CO CTOPOHBI CEPALIA: 3HAYUTENIBHO PACIIUPEHBI TPAHUIIBI, TOHBI ITTyXH€E, YMEHBIICHA 3By4YHOCTh
IIYMOB, HEpEIKO HaOII0AaI0T pa3InyHble HApYLICHUs PUTMA.
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[Tpu III cragum HEAOCTATOYHOCTH KPOBOOOPAIICHUSI K BBIIIICONMMCAHHBIM CUMITTOMAaM TIPH-
COCIUHAIOTCA TAXKCIIBIC H€O6paTI/IMBIe ,Z[I/ICTpO(l)I/I‘-IeCKI/Ie HU3MCHCHUA CO CTOPOHBI BCCX OPraHOB U
CHUCTEM.

10.6. IncTonuu

1. I'unepmonuueckue cocmoanus ( knaccudukamus o M. 5. CTyneHuKuH):
- CocyamcTasi BEreTOAUCTOHHS IO THIIEPTOHHYECKOMY THUITY;

- 'unepronnueckas 6071€3Hb;

- CuMmrnitomaTuyeckas (BTOpUYHAS ) TUTICPTOHHMS.

2. ['unomonuyeckue cocmosHus
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I'JTABA 11. PEBMATHYECKHUE BOJIE3HU

Bcro rpynimy 3a601eBanuii 00beIUHSAET MOPAKEHNE COSAMHUTENHLHON TKaHU.

Crona Hapsiny ¢ popmMamul ¢ U3BECTHON ITHOJIOTHEN — OCTpasi peBMaTHYECKas JIMXOPAJIKa,
001e3ub JlaliMa — BXOJIUT OOJIbIIAs TPYIITA MATOIOTHYECKUX COCTOSHHM, STHOJIOTHS U MTATOTeHE3
KOTOPBIX JI0 HACTOSIIIIETO BPEMEHU HE /10 KOHIIA U3YYEHBI.

11.1. OcTpas peBMaTHYeCKasi TUXOPAIKA

PexoMenpanyy 1o M3MEHEHUIO TEPMUHA PEBMATU3M Ha OCTPYIO PEBMAaTUYECKYIO JINXOPAAKY
(OPJI) B mocneguem 10-m nepecmotpe MKbB nmeeT ornpeneseHHyIO JOTHKY, TOCKOJIBbKY B OOJbIIEH
CTETIEHU NPUBJICKACT BHUMaHHE PAOOTHUKOB 3JPABOOXPaHEHHS K WHQPEKIHMOHHOMY (pakTopy —
CTPENTOKOKKY, JIe)KAIleMy B OCHOBE 3a00JI€BaHUs, KOTOPOE XapaKTEPU3yeTCsl MPEUMYIIECTBEHHBIM
nopaxkeHueMm cepzua u cocynoB. OPJI spnsiercs Hanbosee yacToil MpUYMHON MPHOOPETEHHBIX T10-
POKOB cep/la y JeTeu.

Tabnuma 26
B Hacrosimee Bpemsi moJib3yTcsl padodeit kiaccupukanueid 1 HomeHkaarypoii OPJI,
npuHsaTou B 1964 r. no noxiaany A. U. HecrepoBa

®asa 60- KauHuKo-aHaTOMUYecKasi XapaKTepUCTHKA MOPAKeHU s Xapakrep Te- | CocTosiHue Kpo-
JIE3HH YeHus BOOOpalIeHUS
cepaua* JIPYTUX OPraHOB U CUCTEM
AxtuBHas | 1. PeBmokapaut nepsud- | Ilommaptput, ceposutel (maes- | Octpoe, Ho - Her Henocra-
I, 1, 1l | #blii O6e3 nopoka KianaHoB. | PUT, IEPUTOHUT, a0JOMUHAIb- | MOJOCTPOE 3a- | TOYHOCTH KpPOBO-
CTETICHU 2. PeBMOKapIuT BO3BpAT- | HBIA CHHIPOM). TSOHKHOEC, obparnieHus
HBI C TOPOKOM KJamaHa | Xopes, SHuehaauT, MEHHHTO- H: - menocrarou-
(kakum). SHIIeaHNT, nepeOpabHEI | BsUIOE. HOCTP | cTerneHu
3. PeBmaTm3m 0e3 SIBHBIX | BaCKYyJIHT, HEPBHO-TICHXUYIECKHE H> - memocratou-
CepACUYHBIX U3MEHEHU M paccTpoiicTBa. HenpepriBHO HocTs Il crenenn
Backynutsl, HepuTHI, renatuT, | peuuauBupyro- | Hanemocrarounoc
ITHEBMOHMS, MOPAKEHUE KOXKH, | LIEE. Tb III cTenenu
UPHUT, HPUIOUUKIUT, THPCOUTUT
Heakrtus- 1. Muoxkapauockiepo3 | [locinencteuss u  ocratounsie | JlaTeHTHOE
Hast PEBMAaTHYECKHUH. SIBICHUST TIEPCHECEHHBIX BHE-
2. TTopok cepama (kakoii) CepICUHBIX TIOPKEHUN
Kpurepun nmarsoctukm peBmaTtusMa paspadoraim A.A. Kuceabp (1940), [I:xonc

(1944), nonosiauna A.U. Hecrepos (1963).
OcHosHble nposgieHuA:

1. Kapaur.

2. [TonuapTpur.

3. Xopes.

4. IloAKOKHBIE Y3EIKH.

5. KonbueBuanas spurema.

6. «PeBMaTudeckuii» aHaMHe3 (CBSI3b C MEPCHECEHHON HOCOTJIOTOYHOW CTPENTOKOKKOBOW WMH(EK-
1[Mel, HaJTM4Ke CIIy4aeB peBMaTU3Ma B CEMbBE).
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7. JlokazatenbCcTBO €X juvantibus - yimydiieHHue COCTOSIHHs 00IBHOTO Tocie 2-3HeAeIbHOr0 Kypca
crenupuIecKoro JCUCHUS.
Jononnumenvnvle nposagienus
A. OGmue
1. [ToBbIlIIeHUE TEMITEPATYPHI TENA.
2. AnuHamusi, yTOMJISIEMOCTh, CIIa00CTh.
3. bieaAHOCTh KOKHBIX ITOKPOBOB.
4. ITornuBOCTS.
5. HocoBbie KpoBOTEUYEHUS.
6. AGTOMUHAIIEHBIN CUHIPOM.
b. CnennanbHbie (JabopaTOpHBIE TOKA3aTEINN)
1. JIeiikonuTo3 (HEUTPOPHUIBLHEIH).
2. dMucnporennemus: ygenuuenne COD, runepdudprunoreHemus, nosisenne CpeakTUBHOTO Oelnka,
MOBBILICHHE KOHIEHTPAIMU 02 U Y-TJI00YJIMHOB, MOBBIIIEHNE KOHLEHTPALUU CHIBOPOTOYHBIX MY-
KOIIPOTEHHOB.
3. U3MeHeHUs CepOJOTHYECKUX MTOKa3aTeel: MOsBICHUE AT CTPENTOKOKKOB B KPOBHU, MOBBIIIIEHUE
TUTPOB aHTUCTpenToNau3nHa-O, aHTUCTPENITOKNHA3bI, AaHTUCTPENITOTHATYPOHUA3bI.
4. ToBbImIeHNE TPOHUIIAEMOCTH KaITUIUISIPOB.

Tabmuma 27
B nacrosimee Bpemsi HanOoJiee pacnpocTpanenbl kputepun BO3 (1989), paspadoran-
Hble AMEPUKAHCKO! PeBMAaTOJOTM4YeCKOM accouManme:

Boabmue kpurepun MauJible KpUTEpUH
Kapaut Knunuueckue:
ITonuaptpur [IpenmecTByromuii peBMaTH3M WIM peBMaruueckas 00-
Xopes JIe3Hb cep/ila
KonbueBuanas spurema Aptpanrun
TlonkoxkHbIE peBMAaTHYECKUE Y3EIIKHU Jluxopanka
Jlabopamopuvie noxazamenu ocmpou hasvl:
COd
C — peaxkTHBHBIH O€IOK
Jletixonuros

TloBEIIIICHHBIH TUTP MPOTUBOCTPCITOKOKKOBBIX AT, aHTI/ICTpGHTOHI/ISI/IHa-O, BBICEB M3 3¢Ba CTPCITOKOKKA I'PYIIIbL
A, HEAaBHO NNEPCHCCCHHAA aHT'MHA

Hanuune y 0015HOTO BYX OONBIINX MIIM OJHOTO OOJIBIIOTO M IBYX MAJIbIX KPUTEPHEB CBU-
JIeTEIbCTBYET O BBICOKOW BEPOSITHOCTH OCTPOTO peBMAaTH3Ma, OCOOCHHO IMPH MOATBEPKICHHBIX
JAHHBIX O IEPEHECCHHOW MH(EKIINH, BRI3BAHHOW CTPENTOKOKKAMH TPYIIIHI A.

11.2. FOBeHU/IbHBIH XPOHUYECKH apTPUT U AU(PPy3HbIe 32001€BaHUS COCTUHHUTEb-
HO¥M TKaHU

Panee 3Ty narosioruto o0beIMHSUIN OOIIUM TEPMUHOM «KOJUIAr€HOBBIE» 3a00J1€BaHMSL.

K HuM, KpoMme 10BeHWIbHOTO XpoHHYeckoro aptpura (FOXA), OTHOCAT: CHCTEMHYIO Kpac-
HYIO BOJTYaHKY, 1€PMAaTOMHO3UT, CKIEPOAEPMHIO U Y3€IKOBBIM I€pUapTEPUUT.

OOmiee onpeneneHue ITUX MATOJIOIHYECKUX (POPM MOXKET OBITh CPOPMYIUPOBAHO CIIEAYIO-
UM 00pa3oM: 3TO 3a00JeBaHUs UMMYHOIATOJIOIMYECKONW MPUPOABI C 00S3aTENbHBIM HAIMYUEM
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ayTOMMMYHHOTO Mpolecca, KOTOPbIe XapaKTepU3YIOTCS CUCTEMHBIMU MOPaKEHUSMHU, PEIUIUBU-
PYIOILMM XapaKTepOM U, KaK IIPaBUJIO, IPOTPECCUPOBAHUEM.

IOBenunbHbIi Xpounyecknii aprput (FOXA)

Tepmuna KOXA B 1977 r. 6611 npunsat EBponeiickoii auroii mo 6oprde ¢ peBMaTU3MOM, a B
1983 r. — AmepHuKaHCKOM accOoIMaIMe peBMAaTOIOTOB Il 0003HAYCHUSI B IETCKOM BO3pacTe apT-
puTOB mnuTeNnbHOCTHIO Oosiee 3 Mec. B 1985 1. u B CoBerckom Coro3e mpemiokeHO BBIICIUTD JBa
CaMOCTOATENIbHBIX 3a00/IeBaHUsI — IOBEeHWIbHBIA peBMaTouHbiii apTput (FOPA) m FOXA. Takas
pPEKOMEHIalKs UMEEeT HEe CTOJIbKO TEPMHUHOJIOTMYECKUN, CKOJIBKO CYITHOCTHBIN cMbici. Habmione-
Hue 3a OonpHBIME KOXA yOeauTenbHO MOKa3bIBaeT, YTO JAJIeKO HE BO BCEX ClyyasxX y peOeHka
MIPOUCXOJUT MPOTPECCUPOBAHUE TpoIlecca, Mo CyTu jena, obs3arensHoe ans FOPA. Hanuuue Ta-
KHX «100pokauecTBeHHBIX» (hopM FOXA TpeOyer BecbMa OCTOPOKHOTO OTHOIIEHUS K TUATrHOCTUKE
1, KOHEYHO, TAKTUKE aKTHBHOTO TEPANEBTUYECKOIO BMEIMIATENbCTBA. B Hawane 3a0oneBaHus Tep-
MuH FOXA siBnsieTcss 00beAMHSIONINAM 711 BCeX (OPM XPOHMUECKHX apTPUTOB, B JajIbHEHIIIEM CTa-
BT auarHo3 FOPA npu:

1) mporpeccupoBaHuu 3a0osieBaHus (TEHEpaIU3alKs CyCTaBHOTO CHHAPOMA, BOBJICUYCHHE B
MaTOJIOTUYECKHU I MpoIlecC BHYTPEHHUX OPTraHOB);

2)IpU3HaKax pa3pylLIeHHs] OPaKEHHBIX CYCTaBOB (pa3pylIE€HUE XPSILEBOM TKAHW, MEJKO-
KHCTO3Hasl TIEPECTPOIiKa CTPYKTYPHI JMH(PHU30B, y3ypallvsl CYCTaBHBIX TTOBEPXHOCTEH, aHKUIO3HPO-
BaHMUE);

3) cToifKOM HapylIIeHUH U OCOOCHHO MPOTPECCHPOBAHNN HAPYIICHUH (PYHKIIUU CYCTaBOB.

Tabmuma 28

Knaccupuxanus

B Hacrosinee BpemMsi HCIOJIBL3YIOT TPH ajbTepHATHBHbIEe Kiaaccupukanuu OXA wimn
IOBEHWIbHOr0 uauonaruyeckoro aprpura (FOMA) — TepmMuHa, NMPeNJIOKEHHOT0 MeKIYyHa-

POAHOM JUroil peBMaToJOrH4Yeckux accounanmii (1997 r.): kaaccupukanuss AMepuKaHCKOM
accouuaunu pesmartosioroB (ACR), EBponeiickoii aurn nporuB pesmatusma (EULAR) u
BcemupHnoii turn pesmartosornyecknx accounanuii (ILAR).

AMepHUKAaHCKasi KOJUIETHSI PeB-
martoJjioroB (ACR)

EBponeiickas Jqura npoTrus pes-
matuzma (EULAR)

MexayHapoaHasi JUra peBMAaToJIo0-
rudeckux accouuanuii (ILAR)

IOBeHuIbHBIN peBMAaTOUIHBIN apT-
puT

IOBeHUIBbHBIN XpOHUYECKUH apTPUT

IOBeHunbHEIM HaUONATHUECKUI apT-
puT

CucteMHBIH

CucteMHBIH

CucteMHBIH

TlonuapTuxkynspHbIi

TlonuapTuxkynspHbIi
FOBeHMIBHBINT pEBMATOUIHBIN apT-
put (PD+)

TlonmapTtuxkymnsapusiii PO-
Tlonuaptuxymnsapusiii PO+

Oumuro (maymm) Ouro (maymm) OnuroapTUKyJISpPHBINA
ApPTUKYJISIPHBIN apTUKYJISPHBINA Iepcuctupyromniuii
IOBeHubHEIM ncopuatudeckuit | IIporpeccupyromuii
apTpuT IIcopuatnyeckuii apTput
FOBeHWTBHBIN aHKUITO3H- DHTE3UTHBIN apTPUT
pYyIOLIUH CIOHAWINAT Jpyrue apTpuThI
Ta6mnuua 29
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IIpu mocTaHoBKe AMATHO3a B Halllell CTPaHe MOKHO MOJIb30BAaThCS KjacCH(pUKaALMeEH,
NpeIJI0KEeHHOH IPyNnoil MOCKOBCKHX neauatpos (A. B. Jloaromosiosa, A. A. SIkosaesa, JI. A.
Hcaena) B 1980 r. nas FOPA.

Kinnuko- Kiannuko- | Teyenue Crenens ak- | PenTrenonoruyeckas DyHKIHO-
aHaATOMHYecKasi HMMYHO- 00J1e3HN THBHOCTH CTaHs ApTPUTA HAJbHASL  CIO-
XapaKTepUCTHKA Jorude- npouecca co0HOCTB
3a0oJ1eBaHus cKast  xa- 00JIbHOTO
pakrepu-
CTHKA
1. Pesmatonansiit | Tect  Ha | BeicTpoe Boeicokas (IIl | I -  oxonocycraBHoii | 1. CoxpaHeHa.
apTpur, mnpeumyme- | PO@*  mo- | mporpeccu- CTETICHB) OCTEOTIOpO3;  NPHU3HAKHI
CTBEHHO  CYCTaBHAs | JOXKH- poBaHue. BBIIOTa B TMOJIOCTH cy- | 2. Hapymena no
dbopMa ¢ TOBpEXIC- | TEIHHBIH. Cpeansts (I | craBa, ymJIOTHEHHE Ti€- | COCTOSIHHIO
HHeM win 0e3 Tmo- MenneHHoe | CTEINCHB) PUAPTUKYISIPHBIX ~ TKa- | OMOPHO-
BpEXKICHUS TJ1a3: Tect  Ha | mporpeccu- Hel; yCKOpeHHe pocTa | IBUTaTeIbHOrO
a)IIOJIMAPTPUT; P® otpu- | poBanue. Huzkas (I | suduz0B mopaxkeHHOTO | anmapara:
0)omuroaptput (2-3 | HAaTEIBHBINA CTEMEHb) cycTaBa. a) CIIOCOOHOCTH
CyCTaBa); bes 3amer- K  camoo0ciy-
B) MOHOAPTPHT. HOTO  TIPO- Il - Te ke U3BMEHEHHS W | KUBAHUIO  CO-
TpeccupoBa- CyXCHHE CYCTaBHOW IIe- | XpaHEHa;
2. PeBMmaronHbIi HUSA JIY; eIMHAYHBIC KOCTHBIE | 0) CIOCOOHOCTH
apTpuT,  CYCTaBHO- Y3ypBL K  camooOciy-
BHCIEpaNBbHAsT  (op- KUBAaHHUIO  4Ya-
Ma: Il - pacmpocTpaHeHHBI | CTHYHO yTpaue-
a) ¢ OrpaHHMYCHHBIMH OCTEOIOpO3, BEIPAKEH- | HA;
BHCIEpUTaMH (ITOpa- Hasi  KOCTHO-XpSIIEBas | B) CIOCOOHOCTP
KCHHUE PETUKYJIOIH- JNECTPYKLUS;  BBIBUXHU, | K caMooOcCiIy-
JO-TENAILHON  CH- MOJIBBIBUXH, CHUCTEMHOE | KUBAHUIO yTpa-
CTEMBI, CepJa, Cco- HapylIeHHe pPOcTa KO- | YeHa MOJTHO-
CyIOB, TIOYEK, Jier- CTCH. CTBIO.
KHUX, HEPBHOU CHUCTe-
MBI, CEPO3HBIX 000- IV - wumsmenenus, mpu- | 3. Hapymena
JIOYEK, KOXKH, TIJjas3, cymue I-III cremeHu, W | M0  COCTOSIHHIO
aMUIION]I03 BHYTpEH- AaHKWIO3Bl (aHKWJIO3 B | IVIA3 WM BHYT-
HUX OPTaHOB; OICHHOM OTJIeNie TO3BO- | pEHHHX OPTraHOB
0)aeprocentTuiaeck HOYHHWKA HE OIpeIeNseT
WH CHHIPOM. CTaIIuH TIIporecca)
3.  PeBmaroumHbIi
apTpUT B COYCTAHUH:
a) C peBMaTU3MOM;
06) c¢ auddysHbMu
3a00JICBaHUSAMHU  CO-
€IUHUTEIbHON TKaHU

11.3. Cxaeponepmust

Ckneponepmus 3aHUMAET BTOPOE MECTO IO YaCTOTE BCTpeyaeMoCTH cpean auddy3HbIx 3a-
0osieBaHUI COENMHUTEIBHON TKaHU y AeTeil. B ocHOBe 3a00ieBaHMs JEKUT MOPAKEHUE COSTUHU-
TEJILHOM TKaHW ¢ mpeoliaganueM ¢udpo3a U COCyAUCTas MaTOJIOTHs 10 TUIy CBOEOOPa3HOro 00-
JUTEpUpPYIOLIEro dHAapTepunTa. Haie 00aer0T 1eBOYKH.
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Knaccupuxanus
Haubonee pacpocTpaHeHHBIM SIBIISIETCS ICTICHUE CKICPOJEPMUHN Ha!
1) cucremnyio;
2)04aroBylo.

- OJIALIEYHYIO;

- JINHEHHYIO.

11.4. CucremMHble BACKYJIHUTHI

K cucteMHBIM BacKylIuTaM MOKET ObITh OTHECEHA Ipymia 3a00jeBaHuil, B OCHOBE KOTOPbIX
JEKUT MPEUMYIIECTBEHHOE MTOPAXKEHUE COCYIOB JTF0O0T0 KalnOpa 1Mo THITy 04aroBOTrO MM CETMEH-
TapHOTO MOPAXEHUS M HeKpo3a. OOIIero »THOIOTHIECKOro (pakTopa Mpu CUCTEMHBIX BACKYIUTAX
HE CYUIECTBYET. B maTorenese 0OCHOBHOE 3HAUE€HUE MPUIAIOT UMMYHOMIATOJIOTMUYECKUM MpoIeccam,
B IIEPBYIO O0Yepelb, UIMMYHOKOMITIEKCHBIM. Oc0o00€ 3HaYeHHEe MOTYT UMETh PEOJIOTHYEeCKHE U MHK-
POLIMPKYJIATOPHBIE HAPYIICHUSI, MPUBOASIINE K TUIIEPKOAryJISLUU ¢ BO3MOXKHBIM pazButrem J[BC-

CHUHJIpOMA.
Tao6muma 30

Haub6oJsiee mpuemiieMoii MoKeT CHUTATHCH KiaaccupuKkauusi, OCHOBaHHass Ha Mopdo-

JOrH4ecKoM OCHOB€, B 3ABUCUMOCTH OT JOMUHHUPYIOLICI0 THUIIA MOPAKECHHBIX COCYyA0B

JloMUHUPYOIIUI THII TOpa-
“KeHHBIX COCY10B

IlepBu4HEbIe

Bropuunsble

Boubiime aprepun

T'uranroknerounsiii aptpur bonesns
Taxkascy
W3onupoannsie anruutel [THC

Aopturtsl, accouuupoBannblie ¢ FOXA,
cunapomamu Peiitepa, bexuera, Ko-
rana CucremHble MH(QEKIMH (HaNpH-
Mep, cuduianc, TyOepKyies, calbMo-
HeJuie3

Cpennuie apTepuu

Knaccuueckuil y3enkoBbld TepuapTe-
puut bonesnsr KaBacaku
JlumbomaronaHbIi TpaHyIeMaTo3

HNudexnun (HarmpuMep TernaTuT)

DcceHIManbHas CMeEINIaHHas KpPHUOTJIIO-
OyIHEMHS
KoxHbIe aHTUHATEI

Menkue cocymsl u cpennue | ['panynemaro3 Berenepa * PeBmaruueckue:
apTepuu Cunnpom Yepmxa-Crpoca * Mukpo- | FOPA, CKB, CI u np.
CKOITMYECKHH TOJIMAHTHUT * JlexapcTBeHHbIE
Wndexuun (CITNI)
Menkue cocyasl (neiikouuto- | bonesns Lllenneiina-I'enoxa l'unepuyBcTBUTENBHBIE
KITACTHYECKHE) Cunanpom Myxu-Xabepmana HNudexnmonHsie

JlexapcTBeHHBIE TAHHUKYJIATHI:
Bebepa-Kpucuena ¥YszmoBatas spure-
Ma
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TJIABA 12. BOJIE3HM IIOYEK U MOUYEBBIBOJAIUX ITYTEMR

12.1. Beictponporpeccupyromme riaomepyaonHedpurs! (BIII'H)

BIIT'H — o0benunstomuit Tepmun st ['H, mpexae Ha3pIBaBIIUXCSI TOAOCTPHIMU, XapaKTe-
pU3yIOMUXCcs OBICTPO PA3BUBAIOIIEHCS U CTOWKOM K OOBIYHON Tepaniy MOYEUYHOM HEJT0CTaTOYHO-
CTBIO M Pa3BUTUEM TEPMHUHAIBHON YPEMHUH B CPOKH OT HECKOJIBKUX HEJIENb 10 HECKOJIBKUX MeCs-
ueB. [larornomonnunseiil npuszHak BIII'H — nanuune «monynyHuii» 8 6uontate noyex.

Kanacendpurkanua BII'H
Ilepeuunwuii:

— bone3np ¢ aHTUTENaMH TPOTUB TIOMEPYISpHOUM OazanpHOM MemOpanbl (aHTH-I BM-antuTen,
6ome3ns ['yamacuepa);

— ['panynsipHBIE IIIOMEPYIISIPHBIE OTJIOKEHUS UMMYHHBIX KOMILIEKCOB;
— MayionMMyHHBIH TIIOMEpYIOHEPPHUT;

— OcnoxHSoUM NepBUYHOE 3a00JIeBaHIE KITyOOUYKOB.
Bmopuunoui:

— [MocTrH(pEKIIMOHHBIN;

— IlocTCTpenTOKOKKOBBIN TIIOMEPYIOHEDPUT;

— Bucnepanpnsrii abcriecc;

— BackynuTHBIN.

Menkuti cocyo.

— MUKPOCKONTUYECKUA MOJTMAHTUHNT;

— I'panynemaro3 Berenepa;

— Cunnpom Yapmxa—Illtpaycca;

— CucreMHas KpacHas BOJYaHKa;

— Ilypnypa lllenneiina—I enoxa;

— KpuornoOynunemus.

Cpeonuti cocyo:.

— VY3eKOBbIN IEPUAPTEPUHT;

— Cungpowm I'yanacuepa;

— Kapuunoma;

— JlexapcTBeHHBIH (aJUIOIYpUHOJI, TIEHULIUIUIAMUH ).

12.2. Hepporunueckuii cunapom (HC)

HC — ximHuKO0-1a00paTOPHBI CUMITOMOKOMILIEKC, BKIIIOYAIOMIUNA MACCUBHYIO MPOTEH-
Hypuro (40 Mr/mM2/4 wiu 1 /M * B CyTKH, TO €CTh B 3aBHCHMOCTH OT BO3pacTa peOCHKa MPOTEHHY-
pus mocturaet 2,5 T B CyTKU U 0ojiee) ¥ THINoaTb0yMUHEMHUIO (MEeHee 25 T/11), TUIIePIUITHACMHIO
(xonectepuH Oosiee 6,5 MMOJIB/IT) WU yBEJIMYEHHUE TTOKa3aTens OeIok/KpeaTHHUH B Mr% Oonee 2,5
(mpu HOpMe y neteit g0 2 et menee 0,5 u menbine 0,2 — y neTeit 6ojee crapiiero Bo3pacra), a
KITMHUYECKH — TPEXK]IEC BCETO BBIPAKCHHBIE OTEKH.

Kanaccndpurkanusa H. /1. CaBenkoBa u A. B. [lanasu (1997):
|. Knunuueckue ¢popmor HC:

IHepeuunwvi HC:
1) Bpoxxnennslii 1 HHQaHTUITHHBIN:
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— BPOXICHHBIN «(PHUHCKOTO THUITa» ¢ MUKPOKHCTO30M M «(DpaHIy3cKoro» Tuma ¢ 1u(Gy3HbIMU Me-
3aHTUATBHBIMU W3MeHeHUussMU;, — HC ¢ MUHUMAalbHBIMU U3MEHEHUSIMHU (TeHYUHHBIN, UUOMaTHYe-
ckuit HC);

— HC ¢ me3anruno-nponudepaTUBHBIMA U3MEHEHUSMU WIH ¢ (OKAIbHO-CETMEHTAPHBIM TIIOMEPY-
nockiepozom (OCI'C).

2) HC npu nepBuuHOMIIIOMEpYIOHEDPHUTE:

— HC ¢ MUHUMaITbHBIMU U3MEHEHUSIMU;

— HC ¢ wmembpanosapiMu  win  OCI'C, memOpaHO3HO-TIpONU(PEPATUBHBIMH, ME3aHTHO-
nposudepaTuBHBIMH, SKCTPAKAMMILIAPHBIMH, C MOXYJIYHHSIMHU, (GUOPOIIIACTUICCKUMH (CKIIEPO3H-
PYIOIIUMU) U3MEHEHUSIMHU.

Bmopuunwviii HC:

1) Bpoxxnennsiii 1 nHpanTiibHbI HC:

— AaCCOLMATHUBHBIM C HHIOKPUHONATHUAMH, KUCTO3HOM TMIIOILIA3MEH JIETKUX W MHUKPOTHpHUEH,
nopa3HIedanreii, TpoMO030M TOUYEYHBIX BEH, BHYTPUYTPOOHBIMH HHGEKIUAMU (CUDUIUC, TOK-
coruiazmo3, iutomeranus, renatut B, BUU-undexums u np.).

2. HC npu moueynom nu3samOpuorenese, pedirokc-HedponaTuu.

3. HC npu HacneacTBEHHBIX U XPOMOCOMHBIX 3a00JICBaHUSX.

4. HC npu cucTeMHBIX BacKynuTax U AU QPy3HBIX 3a00JI€BaHUSIX COCIUHH TEIHHOU TKAHH,
peBMaTU3Me, pEBMAaTOMIHOM apTPHTE.

5. HC npu ocTpbIX 1 XpoHHUECKUX MH(EKIIMOHHBIX 3a00yeBaHusX (remartute B, sHTEpOBH-
pYycHBIX, repnec-BupycHbix, BUU-undexnusax, cudumuce, Tydepkynese, audrepun, MHPEKIIHMOH-
HOM DHOKapAUTE), TPOTO03003axX (JIEHIIMaHNO03, MaJISIpHs), TeIbMUHTO3aX (aCKapua03, TPUXHUHE]I-
€3, OMUCTOPX03, IXMHOKOKK03). HC mpu nepBuYHOM, BTOPUYHOM, HACTIEACTBEHHOM aMHJIOM103€.

6. HC npu capkoungo3se, 310Ka4eCTBEHHBIX OMyXOJsaX (Omyxosib BuiabMmca), nerko3ax, JTuM-
dhocaprome, TuMdorpaHyIeMaTose.

7. HC npu >HIOKPUHHBIX 3a00JIeBaHUSAX (CaXxapHbI Tua0eT, ayTOMMMYHHBIH TUPEOUINT),
ricopuase.

8. HC npu remorsioOMHONaTHSIX.

9. HC npu TpoM0603€ TOYEYHBIX BEH U T€MOJIUTUKO-YPEMUYECKOM CHHAPOME.

10. HC mpm ykycax 3meii, muen, oc, a Takxke HC mpu BBeeHHHM BAKIIUH U JICKAPCTBEHHOM
MOpPaXECHUH MOYEK.

II. Cmaouu akmuenocmu HC': akTvBHAas1, HEAKTUBHASI — KJIMHUKO-JT1a00paTOpHAas pEMHUCCHUS
(TosTHAs UM YacTHYHAsI, HAa WU 0€3 TOIIeP KUBAIOIICH Tepanun).

II1. Tasxcecmov HC:

— cpenHel TshkecTH — runoanboymuHemust 10 20 /i,

— TsDKenasg — runoaiabOymunemus Huxe 20 1/1;

— KpaiiHe TspKenas — runoaibOoymunemus Huxe 10 1/m;

1V. Bapuanm omeema na 2i10KOKOPMUKOUOHYI0 mepanuio:

— ropMoHouyBcTBUTENBHBIA HC;

— ropMoHo3aBucumblii HC;

— ropMoHope3ucTenTHbId HC.

V. Teuenue HC:

— OCTpPOE C UCXOJIOM B PEMHUCCHIO 0€3 MOCIEYIOIUX PELUUBOB;

— XPOHUYECKOE PEIHIUBUPYIOILEE, IEPCUCTUPYIOIIEE, TPOrpeCcCUpyroliee;
— OBICTPO Iporpeccupyloliee — MOA0CTPOE, 37T0KaYECTBEHHOE.
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VI. ®ynkyua nouex:

— coxpanena — [THO;

— HapyuieHue QyHKIIMH MTOYEK B OCTPOM TEPHOJIE;

— OIIH, XIIH.

VII. Ocnoxcnenua HC:

— HedPOTUUECKHUI TUITOBOJIEMUYECKUN KpH3 (10K, a0 JOMUHAIBHBINA OOJIEBON CHHIPOM, POIKEIIO-
JIOOHBIE DPUTEMBI), TIOUCUHAS IKIIAMIICHs, TPOMOO03bI apTepuanbhbie U BeHo3Hbie, OITH, XITH, Bu-
pycHas, 6akTepraibHas, MUKOTHYECKass HH(PEKIINH,

— OCJIO)KHEHHSI, 00YCIIOBJICHHBIE TIPOBOIUMOM Teparnuei rIFOKOKOPTUKOUIAMH, IUTOCTATUKAMH,
AQHTUKOATyJISTHTaMH, AaHTHATPETaHTaMU; HECTEPOUIHBIMU TIPOTUBOBOCIIATUTEILHBIMU U 4-
AMUHOXUHOJIMHOBOTO Psijia IpermapaTamm.

12.3. Xponuueckue riaomepysnoHedpputsl (XI'H)

Xponuueckuii riiomepyaoHedput (XI'H) — rpynma pa3HOpOIHBIX TEPBUYHBIX TIIOMEPYJIO-
naTHuil, XapaKTepU3YIOIINXCs NEPCUCTUPYIOLUMU MPOTPECCUPYIOIIMMH BOCTIATUTEIbHBIMHU, CKJIE-
POTUYECKHUMU U IECTPYKTUBHBIMU MPOLECCAMHU C MOCIEAYIOIUM MOPAXKEHUEM U APYTUX OTACIIOB
He(pOHA, B YACTHOCTHU, ¥ TYOYTOMHTEPCTULIUATHHBIM CKIEPO30M.

Kaaccnduxanus

Pasznuyarorcs kiumHUYECKUE (OPMBI TCUCHHUS:

- reMarypuuecKkas;
- OTEYHO-TIPOTeHHYpHIecKas (HedhpoTHIecKas);
- CMEIIaHHAas.

[To cragusim 3a00s1eBaHUS BBIACIAIOT TIIOMEPYIOHEPPHUT O0e3 HapylIeHUsT (GyHKIIUH TTOYEK, C
HapymeHnueM (ynkiuu, XITH.

[Tpu XI'H nanbonee gacto oOHapyxuBaroT MeMOpaHo3HO-TipoaudepaTuBHbiil I'H, pokanb-
HO-CETMEHTapHBII IIIOMepyI0CcKiIepo3, IgA-Hedponaruio, MeMOpaHO3HYIO HEPPOMATHIO.

12.4. UHTepcTHIHMAIBHBIN HepuT (MH)

NH — o0beauHsieT TeTeporeHHyIo TpyIny Hecneun(uyeckux MopakeHud TyOyToMHTEp-
CTHLIMAIBHOM TKaHU NMOYEK MHPEKIHMOHHOIO, aJUIEPTUYECKOTr0 U TOKCUYECKOIro reHes3a, IpoTeKaro-
IIMX, KaK MpaBmiio, octpo. OaHaKO y psa O0JbHBIX 3a001eBaHUE MTPUOOPETAET XPOHUUYECKOE TeUe-
HUE C YMCHBIIEHHMEM MacChl (DYHKIHOHUPYIOIIMX KaHAIbLIEB, IMOSBIEHUEM OYaroB CKJIEPO3a,
Hekpo3a u pazButuem XITH.

Tabnuma 31
Kaaccnpukanus marepecrunuaibHoro Hedppura (Koposuna H. A., 1984; ¢ usmenenu-
sIMM):
Xapakrep Cragun
OcHOBHbIE BAPHAHTBHI DyHKIHUSA TOYeK
Te4YeHHUs 3a0oJs1eBaHus
1.Tokcuko amnepruueckuif, B Tom uucine uH- | Octpoe Heaktusnas 1. Coxpanena
(heKIMOHHBIMN, JIEKAPCTBEHHBIH 2. C napymieHueM (QyHKITHH
2. lucmeTabonmmyeckuit mouek (TyOyNSpHBIX HW/WIH
3. Ha ¢one moveuHoro mu3dMOprorenesa XPpOHUYECKOE AKTHBHas TJIOMEPYISIPHBIX )
4. IMMYHHBIH: ayTOMMMYHHBIH, TIPH CapKOH- 4. OIIH (octpas modeyHas
J103€, CKJIEpOACPMHH, CHCTEMHOU KpacHOU HEZ0CTAaTOYHOCTH)
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BoJTYaHKe, 6oe3Hn CTria u ap. 5. XIIH (xponmyeckas TIo-
5. NUnnonmaTnyeckui YeqHas HeJOCTaTOYHOCTD)

12.5. Ilucmeradosmyeckne HepponaTuu

I'pynna 3a0oneBaHMii, XapaKTepU3yOLIasCsl HHTEPCTUIMAIBHBIM MIPOLECCOM C TOPAKEHU-
€M KaHaJblIEB [TOYEK B pe3yJIbTaTe HapyIIEHHs] OOMEHa BEILECTB.
- OkcanaTHas
- Yparnas

12.6. TyOynonatuu
TyOynonaruu - 3abosneBaHusi, OOYCIOBJICHHBIE CTOWKMMU HApYIICHUSIMH MEMOpPAaHHOTO
TPAHCIOPTA PA3JIMYHBIX BEIIECTB B MOYEYHBIX KaHAIbLAX.
- Hacnencreennsiii hocdar-auader;
- bonezns ae Tonu-Jlebpe-Dakonu;
- [ToueyHbIil KaHATBIEBBIA aIlHI03;
- 'moko3ypust moveuHas (o4euHbIi guader);
- [IceBgorumnoansa0CTEpOHU3M.

12.7. llnenonedpur (IIEH)

[NEH — wMukpoOHO-BOCTIATMTENbHOE 3a00J€BaHUE IOYEK C MOPAKEHUEM YalleuHO-
JIOXaHOYHOM CUCTEMbI, UHTEPCTULMAIILHOW TKaHHU NMapEHXUMBbI T0YEK U KaHAJIbIIEB.

Knaccupuranus:

Ilo namoeenesy:
1) mepBUYHBII
2) BTOPUYHBIN
a) OOCTPYKTHUBHBIH
0) HEOOCTPYKTUBHBIN

Ilo meuenuro:
1) octplid,
2)XpOHUYECKUH

I1o nepuooy:
1)akTuBHAs U HEAKTUBHAs CTAUU

Ilo ¢ynxyuu nouex:
1)6e3 HapymieHust yHKINU TOYEK
2)c HapyuieHHeM (YHKIHUU TOYeK
3)XIIH

Iepsuunvii [IEH — MUKpOOHOBOCHIATUTENBHBIN MPOIlECC B MOYEYHON MapeHXHMe, KOoraa
IIPU UCIIOJIb30BaHUM COBPEMEHHBIX METOJ/I0B UCCIIEA0BAaHMs HE yIAeTCs BBIIBUTH (DAKTOPBI U YCIIO-
BHsI, CIIOCOOCTBYFOITHE (PUKCAITUU MUKPOOOB M pa3BUTHIO BOCTIAJICHHS B TyOYJIOMHTEPCTUIIUATTLHON
TKaHU MOYEK.

Bmopuunwviii oocmpyxmusnwviti IIEH — MUKpOOHOBOCHATMTEIBHBIA MPOIIECC, Pa3BUBAIO-

IIUHACSA TPU HAJMYUU OPraHMYECKUX (BPOKICHHBIX, HACIEICTBEHHBIX WMJIHM MPHOOPETEHHBIX) WIH
(byHKIMOHATBHBIX (HEWPOTCHHBIH MOYEBOHM Iy3BIPh C BE3UKO-YpETEpPaIbHBIM pedIrokcoM) Hapy-
LICHUN YPOAUHAMUKH.
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Bmopuunwiii neoocmpyxmuenvii [IEH — MUKpOOHOBOCTIAIMTEIBHBIN MPOIECC B MOYEU-
HOW TKaHM, BOSHUKAIOMIHA Ha (POHE MOBPEKICHUS UHTEPCTULINS TAPSHXUMBI MIOYEK TPU OOMEHHBIX
HapyLEeHUIX (OKcalypHuH, ypaTrypuu, ¢pocharypun, IUCTUHYPUU H T. 1.), AU3IMOpHUOTeHe3e MOYKU
KaK HACJIJICTBEHHOTO, TaK U BPOXKJIEHHOTO XapaKTepa MpH BHYTPUYTPOOHBIX BUPYCHBIX WH(DEKIIH-
SIX ¥ JIP., BPOXKACHHBIX TIPU MPUOOPETEHHBIX UMMYHOIE(PUIIUTHBIX COCTOSHUSX, SHIOKPUHHBIX 3a-
OoJeBaHUIX.

XpoHuueckuil nuenrone@pum TAATHOCTUPYIOT B TE€X CIy4asxX, KOTJa KIMHUYECKUE U (WIIN)
nabopatopubie pu3Haku [ITEH naGnronarores y pedbenka 6onee 1 roma. B nuarnose o6s3arensHO
cleyeT yKa3aThb HaJU4Me M XapaKTep MaTOJIOTUU BEPXHUX M HUKHHUX OTAENIOB MOYEBBIX MYyTEH,
BYP u ero crenens.

12.8. Undexuun moueBbiBoasimux nyrei (MMBII)
HNMBII — BocnanuTenabHbIH MpoIecc B MOYEBBIBOISANIMX MYTAX (MOYETOUHHKH, MOYEBOM
My3bIpb, YpeTpa) 6€3 BOBICUCHUS TOUCUHON TapCHXUMBI.
HUCTUT
Knaccupurkanus:
Ilo meuenuio:
- OCTPBIX
- XpOHMYECKUH
Lo smuonocuu:
- UH(EKIMOHHBIN (CEUPUICSCKUI U HECTICTTN(PUICCKHIA),
- XUMHYECKUI
- TEPMUYECKHI
- JICKapCTBEHHBIMN
- AIIEPrUYECKUI
- paIuaIMOHHBIN
- IOCJIEOTIEPALIMOHHBII
- Iapa3uTapHbIN
1lo pacnpocmpanennocmu:
- TP y3HbIHI
- 0YaroBbI# (II€CYHBIN, TPUTOHMUT)
Ilo xapaxmepy mopgonozuueckux usmeneHull npu YUCMOCKONUL:
- KaTapajabHbII
- FeMOpparu4ecKui
- SI3BEHHBIN
- TPaHyJIIIUOHHBIN
- (huOPUHO3HBIH
- HEKPOTUYECKHM (TaHTPEHO3HBIN)
- (rerMmoHO3HBII
- MIOJIMIIO3HBII
- KUCTO3HBII
- THTEPCTULIHAIIbHBIN

12.9. Bpo:xneHHble U HacJIeACTBEHHbIE 3200/ 1eBaHNUS MOYEK
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IIpennoxena ciaeaywias Kiaccuukanus HaCJeACTBEHHbIX M BPOKIEHHBIX Hedpo-
natuii (mo M. C. UrnaroBoii)

1. Anamomuyeckue aHoManuy OpeaHo8 Mo4esol CUCEMbL:
a) aHATOMUYECKHE aHOMAJIMU TMOYEK: KOJMYECTBEHHBIC (areHe3us, aria3usi, J0OABOYHbIC MOYKH);
MO3UIMOHHBIE (AUCTONMS, HEPPONTO3, poTaLus); aHOMaIUU (GopMbl (IOJKOBOOOpasHas, S- u L-
oOpa3HbIe TTOYKH);
0) aHOMAaJTM MOYETOYHHKOB, MOYEBOIO MY3bIPSl U YPETPHI;
B) aHOMaJIMH CTPOEHUS U PACIIOJIOKEHUS TOUYEYHBIX COCYI0B (BKIIOYAs
TUM(}aTHIECKYIO CUCTEMY);
I') aHOMAaJIMU MHHEPBAI[UN OPraHOB MOYEBOW CHUCTEMBI ¢ CHHAPOMOM HEHPOTEHHOTO MOYEBOTO ITy-
3bIpsl (BKJIIOYAsE MUEIOAUCIIA3HH).

2. l'ucmonoeuueckuii Ou33MoOpuUo2eHe3 nouex:
a) ¢ KUCTaMU: MOJIMKUCTO3HAsA Oone3Hp; HeppoHodhTH3 Dankonu; Oone3ns Cennopa, GUHCKHUM THIT
BPOKICHHOT'0 HE()POTUYECKOTO CUHIPOMA; APYTUE BUABI KUCTO3HOU 00JIe3HN;
0) 6e3 KuCT: oMUroHePPOHUS; CETMEHTapHas rumnoruta3us (0oye3Hs Acka—YMapka); HedpornaTus
MIPU TUTOTUIACTUYECKON TUCIIIA3uM (Suigeneris) ¢ aHaTOMUYECKON aHOMATHEH MOYEBOM CHCTEMBI U
(wn) ¢ TUCMETa00IMYECKUMHU HapYIICHUSIMH, C TJIIOMEPYIOHEPPUTOM M (MIJIM) C UHTEPCTUIINATb-
HBIM HE(PUTOM.

3. Hacnedcmeennwiii Heghpum:
a) 6e3 TYroyxocTH;
0) ¢ TYrOyXoCThIO (CHHIPOM AJBIIOPTA).

4. Tyoynonamuu.
a) IepBUYHBIE: C MPEUMYIECTBEHHBIM MOPaKEHUEM MPOKCUMAJIbHBIX KaHANbIEB (peHalIbHAS TIII0-
KO3ypHsi — TO4euHbIi auaber, dhocdar-guader, 6ose3ns ae Tonn—®>aHKoHN, TUCTUHYPUS, HMH-
HOTJIMIUHYPHS, TIOYSUHBIN TYOYaspHBIA anuao3 Il Tuma u np.); ¢ mpeuMyIieCTBEHHBIM MMOPaKeHH-
€M JHUCTAIBHBIX KaHAIbIEB (MOYEYHBIM HECaxapHBIM W COJIEBOM AMA0ET, MOYCUHBIN TYOYJISPHBIA
anuno3 | tuma);
0) BTOpHYHBIC: TPU HACJIECICTBEHHOW MATOJOTHMH OOMEHa BEIIECTB (TalaKTO3eMHUs, [IUCTUHO3, TI0-
narpa, anruokeparoma @adpu u jp.);
B) qucMmerabonnyeckast HepormaTus ¢ KpUCTaUTypUel Mpu CEMEHHON HeCTaOMIIBHOCTH KIETOYHBIX
MeMOpaH (OKcaJlaTHasi ¥ ypaTHas HedpomaTus).

5. Heghpo-, yponamuu 6 cmpykmype XpOMOCOMHBIX U MOHO2EHHBIX CUHOPOMOS.

6. OMOpuoHanvbHas onyxoisb novex (onyxoiv Bunvmca).

12.10. Octpast noueynasi HegocrarouHocts (OITH)

OITH — kJIMHUYECKUH CHHAPOM PA3IMYHOW ITHOJIOTMM C BHE3AIHON TPaH3UTOPHOW WM
HEOOpaTUMOH yTPaTOi rOMEeOoCTaTHUECKUX (PYHKIUI MOYeK, 00yCIOBICHHBIN THITOKCHEN MOYSUHON
TKaHU C TOCJIEAYIOIIUM IPEUMYILIECTBEHHBIM MOBPEKICHUEM KAaHAJIBLEB U OTEKOM MHTEPCTUIU-
anpHOM TKanu. OIIH xapakTtepusyercs HapylI€eHHWEM BBIJCICHUS W3 OpraHu3Ma BOJbl, HapacTaro-
e a3oTeMuel, EeKTPOIUTHBIM TUCOATaHCOM, JEKOMIICHCUPOBAaHHBIM METa00IMYEeCKUM allUiI0-
30M. OcHOBHBIM KiIMHMYecKuM TposiienneM OIIH sBnsercs omurypust — auype3 meHee 1/30T
HOpMaJbHOTO MM MeHee 300 Mi/M? TOBEPXHOCTH Tela 3a CyTKH, TO ecTh 10-12 MII/KT B CYTKH HIIH
menee 0,5 MiI/Kr B 4ac.

Pazanuarr OIIH:

- IpepeHaNbHYIO0
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- pEHAJIBHYIO
- IOCTPEHANBHYIO (OOCTPYKTHBHYIO)

Teuyenne OITH 00bI4YHO J€JIAT HA YeThIPE CTAANU:
- Ha4aIIbHYIO (MpeAaHnypUIecKyo — (QYHKIIMOHAbHAS TOYEYHASI HEJOCTATOYHOCTD )
- OJIMTOAHYPUUECKYIO
- CTaJIMI0 BOCCTAHOBJICHUS INYpE3a C pa3BUTHEM MOJTNYPUHU
- BBI3/IOPOBJICHHE

12.11. Xponunveckasi nouednasi Hegocrarounocts (XITH)

XpoHuyeckas mnoyeuyHass HeaoctaroyHocTh (XIIH) — knnHUYecKuid CUMITOMOKOMILIEKC,
OOYCITOBJICHHBIN YMEHBIICHHEM YHUCJIa U W3MEHEHHEM (YHKIIUU OCTaBIIMXCS JEHCTBYIOIIUX HE-
(GpOHOB, YTO MPUBOAWT K HAPYIICHUIO TOMEOCTATHYECKON (DYHKIIUU MOYEK, B YACTHOCTH, CHIKE-
Huto CK® Gonee uem Ha 50%.

XITH crnemyeT nuarHOCTUPOBaTh y JIeTel ¢ 3a00J€BaHUSIMHU TTOYEK U MOYEBBIBOIAIINX ITY-
Tel TIPH YpPOBHE CHIBOPOTOUHOTO KpeaTtuHuHa 6omee 0,177 MMons/n1 B TedeHue 3-6 mec. Ocmorsip-

HOCTh Mouu npu XITH cHMKaeTcs n3-3a yMEHBIICHHUS MacChl IEHCTBYIOMNUX HE(HPOHOB.

Tabmuma 32
Kaaccndukanus XpoHHYecKoi MOYeYHO HEAOCTATOYHOCTH:
O0Bbem
Kpearnnun OcraTouHoe
KayooukoBas NMOYeYHbIX Kaunuyeckune
Cranus P —— CHIBOPOTKH, P— YHCJI0 —
MMOJIb/JI % ’ HedpoHOB, %

1 (xomnencuposan- | 70-50 0,088-0,265 80-50 50-30 OcHoBHOe 3a0oie-
Hast, impaired BaHUE
function)
Il (cybkommencupo- | 50-30 0,120-0,530 80-50% 30 AszoTemus, 3a-
BaHHasl, JICpPIKKa poCcTa
chronic renal insuffi-
ciency)
Il (mexommencupo- | 30-10 0,485-0,800 30% 10% OTyeT/INBBIE
BaHHasl, OPOSBICHUS
chronic renal failure)
v (tepmunanbHas | 10 0,620-1,1 5 5 Ypemus
WIA KOHedHas, end-
stagerenaldisease)
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I'JTABA 13. BOJIE3BHU CUCTEMbI KPOBU

13.1. AHEMUHA

Amnemwus (anaemia: arm — oTpuIlaHue + rped. haima — KpoBb; CHHOHUM — MaJIOKPOBHE) — COCTOSI-
HHE, XapakTepu3yolleecss CHUKCHHEM COJICPKaHUsI TEMOTJIOONHA B €IMHUIE 00beMa KpOBU (MEHEe
110 r/n y nereii paHHETO UIOMIKOILHOTO Bo3pacTta U MeHee 120 1/11 y IIKOJIBLHUKOB), Yalle Mpu O/1-
HOBPEMEHHOM YMEHBIIEHNH KOIMYecTBa 3pUTporuToB (MeHee 4 x 10'%/11 ) n remaTokpuTHOTO MMO-
kazarens (Hmke 35%).

Knaccupurxanus
1. Ilocmeemoppazuueckue anemuu (8ciredcmesue KaKk HAPYHCHbIX, MAK U HYMPEHHUX KPOBO-
nomepy):
1. Octpsie.
2. XpOHHUYECKHE.
1I. Anemuu 6creocmeue HeOOCMAMOYHOCIU IPUMPONOI3A.:
1. HacsieicTBeHHbIE allJIACTHYECKHE AHEMHM:
A. Tanmuronenus (B COYETaHUU C BPOXKICHHBIMH MOPOKAMU PA3BUTHUS —
tun @ankoHu; 6€3 BPOXKACHHBIX aHOMaNNil — T DcTpeHa—/lamenieka).
b. C napumanbHbIM MOpaXKEHUEM SPUTPOUTHOTO pocTka (anemus biexdpena—/laitmonma)
2. IlpuoOpereHHbIe aNJIACTHYECKHE AHEMUU:
A. C maHnmTonenuen (ocTpas, moaocTpas, XpoHUuIecKrue (Hopmsl).
b. C napuuanbHbIM MOpaXEHUEM 3PUTPOIIO33a, B TOM YHCIIE€ TPAH3UTOPHAS 3PUTPOOIIACTONCHUS
MJTIaJICHIIEB.
3. Iu33pUTPONOITHYECKHE AaHEMHH (HACJIeICTBEHHbIE U IPHOOpeTeHHbIE).
4. CugepobyacTHble aHeMHUH (HACJIEACTBEHHAs], IPHOOpPEeTEeHHbIE).
5. lepuuuTHbIC aHeMHUH (AHEMHUH BeaeacTBHe JepuuuTa cnenupuuecknx
¢akropos):
A. Mezanobracmuyeckue anemuu (césazanmnwvie ¢ napyuenuem cunmesa JJHK u PHK):
a) ¢onueBoaedUMTHBIC (HEAOCTATOK B MUTAHUH WJIA MalibaOCoOpOITns);
0) ButamuH B12-nedunutHeie (ManbabcopOLMs UM HapYyILIEHUE TPAHCIIOPTA);
B) BPO’KJICHHBIC U pUOOpeTeHHbIe HapymeHus cunte3a JJHK;
I') ATPOrEHHBIE (JIEKAPCTBEHHBIE).
b. Muxpoyumapnvie anemuu.
a) xKene301epUIUTHBIC;
0) MenbaeUITUTHBIC,
B) OTPABJICHUSI CBUHIIOM;
') CHHIPOM TajlacCeMHUH (OECCUMITTOMHOE HOCUTEILCTBO TeHA TAJIACCEMHUH ).
6. dusunosiornyeckast aHeMHsI MJIAJICHIIEB.
7. PanHsas aHeMUs1 HEeJOHOIEHHBIX.
1. I'emonumuyeckue anemuu:
1. HacencrBeHHble:
A. MemOpaHonaTHH:
a) Ne(UIUT WK HapyLIEHHE CTPYKTYpHI Oenka MeMOpaHbl (MUKpOC(hEpOouTOo3, OBATOIMTO3 — 3JI-
JUOTOLUUTO3, MUPOTNONKUIOLUTO3, CTOMATOLIUTO3, KCEPOIIUTO3);
0) HapyIlIeHHE JTUTTUI0B MEMOPaHBI (aAKaHTOIIUTO3 U JP. ).
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b. ®epmenTonaTuu (HapylieHUs aKTUBHOCTH (P€PMEHTOB NIEHT030(0CHaTHOTO NTYHTA, TITUKOIUTH-
YECKOT0 IMKJIa, 00MEHAa HYKJICOTHU/IOB, TIIFOTATHOHA).
B. dedextsl cTpykTypsl Iienei rnoduna (remornodounonatuu S, C, D, E
U JIp., HeCTaOWIIbHBIC TEMOTJIOOMHBI) U CHHTE3a IIeTiel MI00nHA (TalacCEMUN ), CMEIIaHHbBIE (JOPMBL.
2. IIpuodpereHHbIe:
A. UmmyHOnaTosoruyeckue (M30MMMMYHHbIE — TeMOJUTHYECKas 00JIe3Hb HOBOPOXKJIEHHBIX, TIe-
penuBaHie HECOBMECTUMON KPOBH; AyTOMMMYHHbIE; TalITEHOBBIE; MEIMKAMEHTO3HBIE).
b. Undexunonnsie (0akTepuaabHbIe, IMTOMETAIOBUPYCHAS U IPYTHE
BUPYCHBIC, TTApa3UTAPHEIC).
B. Buramunonedunurasie (E-BuramuHoneuinTHas aHeMuUsi HEJIOHOIIEHHBIX ).
I'. Toxcuyeckue (OTpaBIEHUS TSKEIBIMU METAJUIAMUA U IPYTMMH XUMUYECKUMH BEIIECTBAMU, OK-
CHJIaHTaMHU ).
J1. bonesup MapkbsadaBsi—Mukene (mapokcu3MaibHasi HOYHAs TeMOTJIOOUHYPHS).
E. IBC-cunipoM pa3HOM 3THOJIOTHH U MEXAHUYECKOE MTOBPEKICHUE
SPUTPOLIUTOB.
1V. Anemuu cmewannozo eenesa:
1. I[Tpu ocTpbIx HHpEKIHIX, CETICHCE.
2. Ilpu oxorax.
3. Ilpu onyxomsx U aeiKo3ax.
4. Ilpu 3HIOKPUHONATHSIX.
1lo pazmepam spumpoyumos evioensom:
- mukpornutapasie anemun (MCV menee 75 ¢, cpeqnuit nuamerp sputpouutos (CD) menee 6,7
MKM),
- HopmoruTapusie (MCV 75-100 ¢, C/I1D — 7-8 Mm),
- makpouuTtapubsie (MCV 6omee 100 ¢a, CIAD — Gomee 8 MKkM).
Ilo cmenenu masxcecmu.
- nerkue (Hb B mpenenax 90-110 1/, a yucno 3puTpOLUTOB CHIDKEHO 110 3,5 X 10'2/m),
- cpenneit Tsokectr (Hb menee 90, o 6onee 70 1/1, a uncio sputpouutos 2,5-3,4 x 1012/m),
- Tsokenbie (Hb menee 70 1/5, a uncio sputrpouutoB menee 2,5 x 10,2/m).
I1o ysemosomy noxazamenio (L{I1) — cmenenu nacvluyenus 3pumpoyumos 2emo2n00UuHoM:
- runoxpomubie — LIT menee 0,85 1 MCHC nuxe 32 r%;
- Hopmoxpomuble — LIT — 0,9-1,1 u MCHC — 32-36 1%;
- runepxpomusie — L{H 6onee 1,1 u MCHC 6onee 36 r%.
Ilo pecenepamopmoii cnocobHOCmMU KOCMHO20 MO32d: - P
- pereHepaTopHbie (UHCI0 peTUKyIonuToB — 15-50%0, petukynonurapHbiii uHAEKC Oonee 1, HO
MeHee 2),
- TUIIOpETreHepaTOpHbIE (PETUKYIOIMTAPHBIN UHICKC | U MeHee),

- TUIIEppEreHepaTOpPHbIE (YUCIO0 peTHKYIoUTOB Oomee 50 %0, peTukyIouuTapHbli HHAEKC Oosee
2).

Ta0numa 33
Knaccupukauusa aneMuid B 3aBUCUMOCTH OT cpeaHero oobema spurpouuros (MCV) n

nokasareJis crenenu annzonuro3a (ILICA) (mo Ax. A. Crokmeny, 1994)
XapakTep 3pUTPOLUTOB 3ab6o1eBaHue

MuxkpouwurapHasie romoreHHsle (MCV - auskuii, [ICA- | TamacceMus reTepo3uroTHas. XpoHUIecKre 00Ie3HI
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HOpMa)

Muxkponurapasle reteporennbie (MCV - HU3KWHIA,
TICA - noBbImeH)

KenezonmedhunurHas pasrape, HDS, p-
Tajmaccemusi, reMorioouH H, ¢parmMeHTHpOBaHHBIC DPUT-
poruutsl (JIBC-cuuapom)

aHEMHusA B

Hopmomurapusie rereporennsie (MCV - Hopma, [ICA | Cmemannsie aedunutsl. XKenesonepuuutHas aHeMus Ha

- NIOBBILICH) paHHeH ctaany, Muenopuopo3, cuaepoOIACTHEIE aHEMHUH,
reMoraoouHonatuu ¢ anemuei (to ectb SS, SC)

Makporurapasie  TomoreHnele (MCV - moBbIlIeH, | Amiactudeckue aHemud. [Ipenerikemus

TICA - nopma)

Makpormurapusie rereporeHHbie (MCV - TOBEBIIIIEH,
TICA - noBbImeH)

Buramuu B1; - n ponueBonepunuTHRIE aHEMIH, HMMYHO-
MATOJIOTHIECKAE TEMOJIMTHYECKHE aHEMHH, XOJIOJOBBIC
arTIIOTUHUHBI, XpOHHYECKas JTUMQOIUTAPHAS JCHKEMHUS,
MOJIMLUTEMUS], TUTIOTUPEO3

13.2. HacjaencrBeHHBIE TeMOIJIO0MHONIATHH

I'emornoOuHONATHSMU HA3BIBAIOT HACJIECACTBEHHO OOYCIIOBJICHHBIE aHOMAJIUUA CUHTE3a Te-
MOTJIOOMHOB Y€IOBEKA.

Knaccugpuukayusn:
— TeMOrJIOOMHONATUH, TPHU KOTOPBIX HapylleHa CTPYKTypa Ieneil rio0uHa (CeprnoBHIHO-
KJIeTouHasi 00JIe3Hb U HOCUTENBCTBO, a Takxke C, D, E — remorno6uHonatuu, HecTaOMIIbHbBIE TeMO-
TJIOOWHBI);
— TajacceMuu, OOyCIIOBJIEHHBIC HApYyIICHUEM CHHTE3a IeNed TJIOOMHA: Mayiasg Tajaccemusi /
Oonpias Tanaccemus (6one3np Kynn);
— CMeIIaHHbIe ()OPMBI.

13.3. Jleiiko3b1
JIe#iko3bl — reTeporeHHas Ipylna 3J0KaYyeCTBEHHBIX KIOHAJIBHBIX 3a00JIeBaHUI KpoBe-
TBOPHOW TKaHH, OTHOCSIIIMXCS K TPYIIEe reMoOIacTO30B.

Taobnuma 34
Mopdoaornueckass FAB-knaccupukauus ocTpbIX HeIUMEPOOJACTHBIX JIeK030B
(1976)

LuToxumMuyeckast XapaKkTepuCTHKA
Mopdoaornyeckne kpurepun (1Mo
Bapuant OHJLJI MIIO
AAHHBIM MHUEJIOTPAMMBI) ’ XAD HD
Cyn. B
MO - octpenii wmuenobmactHeid | > 30% wmuenoOmacToB 6e3 rpaHywd. | - - -
JelKko3 ¢ MuHHManbHON mudde- | [amouku Ayspa (-)
PEHLHUPOBKOU
M1 - octpslii Mueno0OaacTHEIH Jek- | > 30% Mueno61acToB ¢ OTCYTCTBHEM | + + -
K03 0e3 co3peBaHus WIX CKyAHBIMU TpaHynamu, < 10%
CO3PEBAIOIINX IPaHyJIOUTAPHBIX
kneTok. [Tanouxu Ayapa (£)
M2 - ocTpsiii MuenobaacTHeIN Jei- | >30% Muea00aacTOB ¢ TpaHyIaMu, ++ + -
KO3 C CO3pPEBaHUEM > 10% NpPOMHETONUTOB A CO3pe-
BAIOIINX TPAaHYJIOIHUTAPHBIX KIETOK,
< 20% wmonormrToB. [Tamoukn Ayspa
)
M3 - octpslii mpoMuenony- Tapuslil | > 30% wMwuenobnacToB u mpomueno- | +++ +++ —
nenKo3 LUTOB.
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10% co3peBaromux TpaHyJIOIUTAP-
HBIX KJIeToK. [Tamouku Ayapa (++)

netiko3 ¢ nuddepeHTnpoOBKOM

O6HaZ[aHI/ICM IIPOMOHOIIUTOB M MO-

M4 - octpeiii MuenoMoHormrap- | > 30% mmenobiacToB, MOHOOIACTOB, | ++ ++ ++
HBIH JIEVKO3 MIPOMHEJIOLIUTOB,

> 20% MoHOUMTapHBIX KieTok. Ila-

Joukn Ayapa ()
MS5a - octpblit MOHOOTaCTHBIN Jel- | > 80% KpymHBIX MOHOOJACTOB C BBI- | + — +++
ko3 0e3 muddepeHpoBKr PaKCHHOW IIMTOIUIA3MOH.

Ianouku Ayapa (-)
MS5b - octpelii  MoHOOmacTHbIN | >80% MOHOLMTApHBIX KJIETOK C mpe- | + — +++

HOI[MTOB.
[Tanouku Ayapa (%)

Mueno6mactsr> 30%. DputpougHsie | - - -
NpeIeCTBEHHUKNA € Merajo0iacTa-
M> 50%.

ITamouku Ayapa (+)

MO0 — ocTpast 3pUTPOTCHKEMUS

Bnactsl ¢ «mmmdounaHoi» Mopdono- | - - -
THEel U OT- HIHYPOBKOW LIUTOIIA3MBI,
Merakapuobnactel  >30%,
CTHYECKHE MerakapuouuTsl. Ilamod-
ku Ayapa (-).

M7 - ocTphlii Merakapuo-0J1acTHBII
JIEHKO3
JCILIa-

[Ipumeuanus: MIIO — muenonepokcuaasza; Cyn.B — cynan uepnslil; XAD — xjopanerar- 3cre-
pa3a; HO — necnenuduueckas screpasa.

Tabnuma 35
FAB-kmaccudukanus ocTpbix JuM@pooaacTHbIX Jeiiko30B (1976)
Mopdoaoruyeckue
po L1 L2 L3
TMPU3HAKH
Pasmep kietku Manenbkuit Knerku xpynusie, rerepo- | Kietku KpymHble, TOMOTEH-
TCHHbIE HBIE
KommuectBo nuromas- | CkymaHOe Cpennee niu BelpakeHHoe | CpeaHee Wil BRIPAKEHHOE
MBI
Hyxeomnst HezameTnbie 3ametHble, Opocaromuecs | MeroTcs, MOryT OBITH XO-
B IJa3za POIIO 3aMETHBIMH
[uTornasmarudeckue BapuabenbHbie Bapua0benbHbie 3ameTHble, Opocaromuecs B
BaKyoJIl riasa
Tabnuma 36

NmmyHnodenoTunnyeckas kiaaccugukanusi ocTpbix JuM@odaacTHbIX Jeiiko3oB (Bo-
podbeB A. U. u coast., 2002)

Bapuant OJLJI XapakrepHble MapKepbl Yacrora, % IIporuos Luroreneriieckue
aHOMAJUHU
Pannwuii npe-B t CD 10,C D 19% clg, slg, | 5-10 (metu 13%) [Tnoxoi** (4;11)*
cCD796°,
cCDh22*
Common-OJIJI CD10%,CD19% clg, slg 40-45 (netn 60%) Cpenunit t(9;22)*
[pe-B CD10* CD19%,clg*, slg 20 (deru 15%) Cpenuuit 1(9;22)*
t(4;11)*
t(1; 19(
B CD10*-,CD19% clg, slg* 4-5 (netu 3%) ITmox o *** t(8;14)
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t(8;22)
t(2;8)
Ipe-T CD7*, cCD3* 5 (metu 3-5%) [Tnoxoi 14q11
T CD1*, CD3*, CD4*, CD7", | 2 (metu 13%) Xoporuuit 7934
CD8*

Ilpumeuanusn: sxcupHvim wpugmom evloenenvl Kirouegvle sl OUDpepeHyuposanus UMMYHOLOSU-
yecKux noOMuno8 aHmu2ensl, ¢ — YUMmoniasmamuyeckutl, S — n08epxXHOCMHbIU, MeMOPAHHBII.

* [Ipoeno3 3HAuUMenbHO Yayuuaemcs npu 0OHAPYHCeHUU YKA3AHHbIX MPAHCIOKAYULL 6He 3a8UCU-
mocmu om ummyHogenomuna OJL/L

** [Ipu ucnonb308aHuU 8bICOKOOO3HOU KOHCOIUOAYUU NPOSHO3 XOPOULULL.

*#*[Ipu ucnonvzosanuu npoepamm mepanuu B-tumghocaprom npoeros baazonpusmHulil

Tabnuma 36

Octpsle Jeiiko3bl (Bopoobes A. U. u coasr., 2002)

Kaaccnpuxkanus A. . Bopodsesa, M.
J. Bpuaauant(2000)

Kuaaccudukamnus BO3 (1999)

DAB-
Kjaaccudu-
kanus (1976)

OCTPBIE MUEJIOUJIHBIE JIEUKO3BI (OM.T)

Muenohuodpozom

OcTpbiii MHETOOJIACTHBIH JEHKO3 ¢ OMJI ¢t (8;21 )(q22;q22) M1
t(8;21)(q22; g22) u Bapuantr c mnepe- | OMIJI ¢ nepecrpoiikamu 11q23 M2
cTpoiikamu 1123 OMIJI ¢ MynpTHUIMHEHHON AucIIna3uen M2Baso
C TIPEeIUIECTBYIONINM MHEJIOANCIIACTHYECKUM CHH-
JPOMOM
0e3 MpeAIIeCTBYIOIET0 MHUEIOANCIIIACTHYECKOTOCHH-
Ipoma
OMIJI ¢ MuHIMAaNBHOH U HEPEHITUPOBKON
OMUJI 6e3 mpHU3HAKOB BBI3PEBAHAS
OMIJI ¢ mpu3HaKaMU BBI3PEBAHUS
OMUI ¢ 6azopmmeit
OcTphlil NPOMUETOLUTAPHBIN TeHK03 ¢ IIpomuenouuTapHbIit neiko3 [OMJI ct | M3
t( 15; 17)(q22;q 11 -12) u Bapuanramu (15;17)(q22;911—12) u Bapuantamu]
OcTpblii  MHETTOMOHOOJACTHBIN JIeiK03, | OCTpbIii MHETOMOHOOIACTHBIHN JISHKO3 M4
BapuanT ¢ inv(16)(p13;q922) umm OMUJI BapuanTe inv(16)(p13;q22) wim M4Eo
t(16;16)(p13;922) t(16;16)(p13;922) 1 ¢ HATOIOTHIECKON KOC
U C TMAaTOJOTUYECKOW KOCTHOMO3TOBOW | HOMO3TOBOW 03WHO(IIHEH
s03uHOUINEH, BapuaHT ¢ mepectpoir- | OMIJI ¢ mepectpoiikamu 1123
kamu 11923
Octpblii MOHOOJIACTHBIN JieHKo3, Bapu- | OCTpblii MOHOLIMTAPHBIN JICHKO3 MS5a (wemud-
aHT C OMUI ¢ nepectpoiikamu 11q23 (hepeHnupo-
nepectpoiikamu 1123 BaHHBII)
MS5b (audde-
PEHIIMPOBaH-
HBII)
OCTpBIit 3pUTPOMUEIIO3, OcTpblii SpUTPOUITHBIN JIEHKO3 M6
OCTpBIN SPUTPOMETAKAPHUOOITACTHBIN | - -
JelKo3
OcTpblii MOHOOJIACTHBIM JIEHKO3 HOBO- | - -
POKIEHHBIX
OcTpbIit MeTakapruoOIaCTHBIHN JIEHKO3 OcTpblii MeTakapruoOIaCTHBIHN JISHKO3 M7
OcTpblii MerakapuoOIacTHRIN Jieiiko3 ¢ | OCTpbIil MerakapruoOIacTHBIH JIEHK03 M7

OcTphlii MHETOOJIACTHBIA JCHKO3 C MHe-

OCTphIif TAHMHUEN03 C MUCIOPHOPO30M
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nopudpo3om

OcTpblii MaJONPOLIEHTHBIA JIeHK03, Ba-
puanrt ¢ 5q

MuenoaucmiacTHIecKue CHHAPOMBI
pebpakTepHas aHeMuUs

€ KOJIBIICBUTHBIMH CHAEPOOIacTaAMH

0e3 KOJIbIIEBUIHBIX CHIEPO0IacTOB

¢ U30BITKOM 0JIaCTOB

pedpakTepHas IUTOTICHUS

¢ MyJIBTHJIMHEHHON qucIuia3ueit
Cungpom 5q MuenoaucmiacTUuecKue cu

JIPOMBI

BTopuuHbie MUEI00IaCTHBIC JICHKO3BI Bropuunsie OMJI u MuenomucnomiacTHueCkuii cuH- | M1
ZIPOM, Pa3BUBIIHECS MTOCIIE XUMHOTEPAITHN M2
M1 M4
M M5

Mo
M7

Ocrtpblit MakpodaranbHbIN JICHKo3 - -

OCTPBIE JIUM®OBJIACTHBIE JEHKO3bI

Octpeiii  B-mumdobnactapiii  neit- | Octpeiii B-mumdobnacTaeiii/mumdboma u3 npeamectsenan- | L1

KO3 B3pOCHBIX, IIHTOTEHETHYECKHE | KOB B-KJIeTOK, BAPHAHTHI C 12

BapUaHTHI C t(9;22)(q34;q11),

(9:22)(q34:911) t(1;19)(g23;p13),

t(1;19)(q23;p13) 1(12;21)(p12;922)

t(12;21)(p12;q922) ¢ nepectpoiikamu 11923

¢ nepectpoiikamu 11q23;

NMMYHO(EHOTHIINYECKHE BapHaH-

ThI

panuuii mpe-B (po-B)

pe-B

B

justrightOcTpsrit B- | - -

M 0oOIIaCTHBIH JIEHKO3

JieTell, IUTOreHeTHUeCKUe BapuaH-

THI

- 1(9;22)(q34;q911)

t(1;19)(q23;p13)

t (12521 )(p12;922)

¢ mepectpoiikamu 11q23;

UMMYHO(EHOTUTIMUECKHE BapHaH-

ThI

panHuii ipe-B (1po-B)

mpe-B

B

OcTpblif 1a3M0O0OJIaCTHBIAICHKO3 - -

2635 Octpeiii T-mumdoobmactheiil | T-maMdoOmacTHBIN neiko3/muMdpoma 3 KIIETOK- | -

JIEUKO3 TIpeIIIECTBEHHHUI]

Ocrtpeiii T-mumdobnacTHbIi Jetiko3 | T-mumdoOmacTHBIN neiKo3/muMdpoma 3 KIIETOK- | -

neTei MIPEANIECTBEHHUII

T-nmumdobnacTHbIi neliko3 ¢ ama- | - -

CTHYECKUM CHHIPOMOM

Octpble OM(pEHOTUITYECKHE JIEHKO3BI MO

Octprie Hemud hepeHIIpyeMbIe JTeHKO3BI MO
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Muenooucnnacmuueckue cunopomwvt (M/]C)— rereporeHHas rpymnma 3a00jeBaHUN, Xa-
PaKTEpU3YIOINXCS JCIUIa3uen remMoIo33a C Hea(ppeKkTUBHOIM
NPOAYKIMEN  KIETOK  KpOBH,  pa3BUTUEM  MAHLUUTONEHMH U BBICOKMM  PHCKOM
TpaHchopMalliM B OCTPbI, Kak MpaBuUJIO, MHeNOUAHBIA Jeiiko3. MJIC 'y nerei
BCTPEYAETCS JOCTATOUHO PEAKO U COCTaBIIET 0KoJo 3-9% Bcex omyxoneit [Topydaposa H.A., ®u-
muHa O.H., 2004].

Knaccupurkanus nerckux M/IC (mpuHsaTa Ha KoOHrpecce Me:xIyHapoaHOro o01ecTBa
JeTCKUX reMarto.10ros, 2000).
Muenooucnaracmuyeckue/muenonponughepamusnvie 3a001€6aHUA:
— IOBEHWJIbHBIN MUEJIOMOHOIUTApHBIN Netiko3 (FOMMII);
— XPOHMUYECKHH MHEITOMOHOIMUTAPHBINA Jelko3 (XMMJI Tonbko pa3BUBLIMIICS IOCHE Mpeale-
CTBYIOLIEH XUMUOTEPAIIUN);
— XPOHHYECKUN MUEJIOUIHBIH JIeiK03, Ph-HeraTHBHBIN.
Cunopom /layna:
— TPaH3UTOPHOE HAPYIICHUE MUEIIOI033a;
— MUEJIOAUCTIIACTHYECKUN CHHIPOM/OCTPBIA MUEITOMIHBINA JICHKO3.
Muenooucniacmuyeckuti cunopom suigeneris:
— pedpaxtepHas anemus (PA);
— pedpakrepHas anemus c¢ kKonbleBbiMucuaepodnactamu (PACK) u 6e3kombIeBbIx cuaepodia-
CTOB;
— SQ-cuHzIpoMm;
— pedpakTepHas anHemus ¢ yBenuueHneM kojmdectBa 0s1actoB (PAYD);
— pedpakTepHas aHeMHUs C YBEIIMUCHUEM KOJIMYeCTBa 0J1acTOB U TpaHc(opmaliield B OCTPhIi Mue-
nouaHbii Jeiiko3 (PAYbB-1); OMJI nnarHoCTHPYIOT MpU KOJIUYECTBE OJACTOB B KOCTHOM MO3re 00-
nee 20-25%.

Xponuvecknii Mmuenoeiikos (XMJI)
1. FOsenunvHwIli mun;

2. B3pocawiii mun;

3. Tepmunanvroe obocmpernue XMJI.

13.4. 'ucTuounTo3bl U3 KJIeTOK JaHnrepranca (I'KJI)

I'KJI — rpynmna KOHCTUTYIIMOHAJILHO OOYCIIOBIICHHBIX 3a00JICBaHUIN HESCHON ITHOJOTHUU C
BBIpQXEHHOW Tposndepanueil KIeTOK MOHOIUTAapHO-MaKpo(haraabHOH CUCTEMBI M KIETOK JCH/I-
PUTHOM CUCTEMBI B pA3JIMUHBIX OPraHax U TKaHSX.

Tabmuma 37
Knaccupukanus rucTHOIUTO30B
Kaacest AT | 1 ]
Tun knerox Knetxu P. Jlanrepranca | MoHOHyKieapHble  (aromuThl- | 37I0KAYECTBEHHBIE KIIETKH
(meHopuTHBIC) Makpodaru MOHOIIUTaPHO-
MakpodaraaTbHOW CUCTEMBI
HopwmainbsHhsie IIpencraBneHne aHTUTCHA ITepepaboTka aHTHTeHa, ¢aro- | -
byHKIIMA  KITe- LIUTO3
TOK
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Jlmaraoctuae-
cKHe

Tpu3HaKu (KpH-
TEpUN)

CJI1 -rmuKonpoTenH u

S -100-ueiiponporens+,
rpanyinsl  bupbeka mpu dmex-
TPOHHOM MHMKPOCKOTIHUH MakKpo-
(haroB odara mopaxeHus

OrtcytcTBHe TpaHynl bupbeka u
CI1 -rimkonporenna u S -100-
HEUpONpOTEHHa,
MOJIOKUTEIbHASL  OKpacka Ha

HeCTIeTM(PUIECKYIO ICTepaszy

IIpu3Haku 310Ka4YeCTBEH-
HOCTH

Bonesnn

HaHFepFaHCOBOKﬂeTO‘{HHC

Cemelinblil reModaronuTapHbli

OcTpbIif MOHOOJIACTHBIN

THCTHOLMTO3bl  (THCTHOLMTO3bI | JIMM(OTUCTHOLUTO3 neiko3

X) VctuHHBIE THCTHOLUTAp-
I'emodarounTapusiii mMMQoru- | Hele TUM(GOMBI U CAPKOMEI
CTHOLIUTO3,
aCCOLIMMPOBAHHBIA ¢ MH(EKIH-
AMU

IOBeHmbHAS KCAaHTOTpaHyIEMa
Perukynorucruouuroma

CHHYCHBI TUCTHOLIUTO3 C Mac-
CUBHOH UM baaeHomaTHen

13.5. JIum¢porpanyiaemartos (JII'M)
JlumdorpanynemaTos (601e3Hb X0HKKIUHA, TUM(POMaXOJKKUHA) —

37I0KaueCTBEHHAs JIMM(poMa, ObUT BIIEPBBIC OMUCAH aHTIUHCKUM BpadoM T. XOKKHHOM B

1832 .

Taomuma 38
Knaccupurxanus
B 1989 r. MexayHapoaHblii MHOTONIPO(UIBHBI KOMHTET MOIUGUIIMPOBAT MPEIICCTBY-

forue kinaccupukanuu JII'M cnenyromum o6pazom:

Cragus

Ipuznakun

[Mopaxkenne MuM(POY3JI0B OJTHOM 00JIACTH WA OJTHOW TUMGPOUIHON CTPYKTYPHI (HapUMeEp, CENEe3CHKH,
TUMYyca, BanbeiiepoBa koiblia)

[Mopaxenue nByx wiam Oosiee obnacteid TMM(OY3JIOB IO OJHY CTOPOHY IuadparMbl; CPelOCTEHUE —
oJiHa 00J1aCTh MOPAXKEHHMS, JIaTEPAIbHO OIpaHWYEHHAs TMM(OY3JIaMH BOPOT JIETKUX; KOJUYECTBO aHa-
TOMHYECKHX 00J1acTell TOJDKHO OBITh YKa3aHo mudpoi (Hampumep, 113)

[Mopaxkenune muMdOY3I0B WM TUMPOHUIHBIX CTPYKTYp 0 00e cTtoponsl auadparmsl (I11-)); ¢ mopaxke-
HHEM BOPOT TIEYEHU W CEJNIE3CHKH, IelMakaabHBIX JuMdoysnos win 6e3 Hero (II12); ¢ mopaxkeHnem
NapaaopTaTbHBIX, MMOAB3IOMIHBIX WIIM ME3eHTEPHATLHBIX JJUMQOy3i0B (I113)

[MopaxkeHue sKCTpaHOAAIBHBIX Y4acTKOB (KpoMme 0003Ha4YeHHBIX B myHKTe E), Hapsay nim 6e3 mopa-
KEHUsI TUM(POY3JI0B

A - OeccuMITOMHOE TeUeHHUE; B - nuxopajka, IPOJUBHBIC MOTHI, MOTEPS MACCHI Tela; X - MAaCCUBHOE
MOpaKCHUE: PACIIUPEHUE CPEAOCTCHUS Ooiee YeM Ha TpeTh Wwin pasmep iaumMdoysna 6omnee 10 cm; E -
BOBJICUCHUE €IMHUIHOTO DKCTPAHOAAIHLHOTO YJacTKa IO MPOTSHKEHHOCTH MM TPOKCHMAIbHO K W3-
BECTHOMY HOJaJIbHOMY y4acTKy; CS - knmuHMdYeckas ctaius; PS - matorucromorndeckas craaus; Jlo-
Kanu3anus nopaxkeHus B IV craaun o6o3Havyaercst cuvmBoiamMu: H - meueHb, M - KOCTHBIH MO3T, 0 -
koctu; P - mnespa,

D - koxa, moaKoKHas KJIeT4yaTKa

T'ucmonozuueckue eapuanmur JII'M:
1. HomynsipHblii cKitepo3
2. Bapuant ¢ mumbounHbIM peodiiaganueM

3. Jlum¢ponHOoE UCTOIIEHHUE
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4. CMenaHHO-KJICTOYHBIN BapHaHT
13.6. 'emopparuveckue quaTe3sbl H reMopparuyeckue 3a00/1eBaHUA

13.6.1. I'emopuius

['emo¢uus - HacieacTBeHHAs 00JE3HD, NMEpeaaBacMas 0 PEIeCCHBHOMY, CIETUIEHHOMY C
X-XpOMOCOMOM THITy, XapaKTEPU3YIOIIAsACs PE3KO 3aMEIJICHHOW CBEPTHIBAEMOCTHIO KPOBU U TIO-
BBIIICEHHOW KPOBOTOYMBOCTBIO M3-3a HEIOCTATOYHOM KoaryiasiuumoHHOW akTuBHOCTH VIII mmm IX
IUTa3MEHHBIX (PAaKTOPOB CBEPTHIBAHUS KPOBH. boseroT muma My»xckoro mosia.

I'emoguimnsa A o0ycnosnena aepuuurom VIII mrasmenHoro ¢akropa cBepTHIBAHUS KPOBH.

I'emoguimnsa B obyciosnena nepunurom X miasmeHHoro gpaxkropa cCBepThIBaHUS KPOBH.

I'emopuimio C, obycnoBnennyo aedpuuurom XI mazMeHHOro (axkTopa CBEpTHIBAHUS
KpPOBH, B HACTOAIIEE BPEMsI OTHOCST K IpyIIe TeMO(HUIOUIHBIX COCTOSIHUH.

Tabmuma 39
3aBucumMocTb TssKecTH remopparuid  or  ypoBHs VIII  ¢akropa B KpoBm
(mo nanubiM Komurera s3xcneproB BO3)

Yposens VIII pak-
TOpa I'emopparuyeckue nposiBjaeHHsI
(B % ot HOpPMBI)
50-100 TTOBBIIIEHHON KPOBOTOYMBOCTH HE HAOIIOIACTCS
25-50 KpoBoTeueHus TOJBKO MOCIE 3HAYUTENBHBIX TPABM U OOLIMPHBIX XUPYPrUUSCKUX BMEIIIa-
TENbCTB
5-25 Jlerkast remodunus. JlnuTebHble KPOBOTEUCHUS TIOCIIE JIIOOBIX XMPYPIHYECKUX BMeIlla-

TEJIbCTB ¥ HEOOJIBIITHX TpaBM

1-5 Cpenneit Tspkectr remodrius. Tsokenbie U ITUTEbHbIE KPOBOTEUCHUS TTOCITIE MUHAMAITh-
HBIX TOBPEXKICHHUI, TeMapTPO3bl U «CIIOHTAHHBIEY» KPOBOTECUCHUS

0-1 Tspkenast reMoQuiMs, TeMapTPO3bl C BO3MOKHOI MMOCIIEAYIOIIESH NHBAIMIU3aLNeH, TIy00-

KHC TKAHCBBIC IT€MATOMbI, KDOBOTCUCHUSA

13.6.2. boae3nb Busieopanaa

Boae3ns Buaiedpanaa (anruoremModmiins) — HacJIeICTBEHHOE 3a00lieBaHUe, TiepeaaBae-
MO€ OOBIYHO TI0 ayTOCOMHO-AOMHWHAHTHOMY THITY, XOTSI BO3MOXXHO U ayTOCOMHO-PEIECCHBHOE
HACJIEIOBaHNE, XapaKTEPU3YIOIIeeCs MOBLIMIEHHOW KPOBOTOYMBOCTHIO B COYETAHUU C YBEITUICHUEM
JUTUTETHHOCTH KPOBOTECUCHHUS, KOJIMUECTBEHHBIM MITM KaUeCTBEHHBIM J1e(DEKTOM IIIa3MEHHOTO (hak-
topa Bumnebpanga (OB) u oueHb HU3KMMU BeTWYMHAMU (MJIM OTCYTCTBHEM) aare3und TPOMOOIIH-
TOB K CTEKJIY, arperaliuu TpPOMOOIIUTOB C PUCTOLIETHHOM.

13.6.2. TpomOouMTONIEHNYECKAsl MypIypa

Boiienstior  nepsuumvie  u  6émopuunble  TPOMOOLMTOIIEHHUYECKHUE  ITYpPIYpHI
K nepsuunvim oTHOCAT:

— UAMONATUYECKYI0 TPOMOOLIUTOIIEHUYECKYIO Iypiypy (6one3ns Bepibsroda);

— HACJIe/ICTBEHHbIC;

— U30MMMYHHBIE (BPOXKJIEHHAs — MPH HECOBMECTHUMOCTH IUIO/Ia M MaTepH 1O TPOMOOIH-
TapHBIM aHTUTEHAM, MOCTTPaHC()Y3MOHHAS — TIOCIIE TIepeTMBaHUl KPOBH M TPOMOOIIMTHON Mac-
CBI);
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— BPOXJICHHYIO TPAHCUMMYHHYIO (TpPaH3UTOPHAs TPOMOOIMTOINEHUSI HOBOPOXKJIECHHBIX OT
Martepeii, O0JIbHBIX HIMONATHIECKON TPOMOOIIMTONIEHNYECKOH MypITypOid, KpaCHOM BOJTYAHKON ).

Bmopuunsie (cumnroMaTH4ecKue) TPOMOOIIUTONICHUH Y IETEH pa3BUBAIOTCS YaIlle MepBUY-
HBIX ¥ MOT'YT HaOJIIOaThCsI:

— B OCTpbIi mepuoi HHPEKIMOHHBIX 3a00J1eBaHNi (0OCOOEHHO YacToO MpU MEPHHATATHHBIX
UH}EKIUIX);

— MpU aJUIEPTUYECKUX PEaKUMsSIX U OOJIE3HSX, MPOTEKAIOIIUX C THIIEPPEAKTUBHOCTHIO HE-
MEJIEHHOTO THUIIa;

— KOJUTareHo3ax U JPYruX ayTOMMMYHHBIX paccTpoicTBax;

— MAcCCOBBIX KPOBOTEUCHHUSAX (TPOMOOIIMTONICHHS pa3BeICHU);

— JABC-cunapowme;

— 3JI0KQUYeCTBEHHBIX 3a00JICBAHUSIX CHCTEMbI KPOBH (JICHKO3, TMIOIUIACTHYECKUE W BUTA-
muH B12-nedunurHeie anHeMun);

— 00J1e3HsIX, COIIPOBOXKIAIOIIHUXCS CIUIEHOMeTalnen u JUCCIIIEHU3MOM
(mopTanpHas TUIEPTEH3US IPH [UPPO3axX MEUYCHH U JIP.);

— BPOXJCHHBIX aHOMAJIHMSAX COCYAOB (reMaHTHOMBI) U oOMeHa BemecTB (Iome, Human-
Ha—IIuka u ap.).

Ilo meyenuro BBIACTSAIOT ocmpble (TIPOAOIDKAIONIUECST MEeHee 6 Mec) U xporuyeckue HOpMbI
UTII; mocnennue nmoapasaesistoT Ha BApUAHTHI:

a) C peAKUMH PELUIUBAMH;

0) ¢ YaCTBIMH PELIUINBAMH;

B) HEMPEPHIBHO PELUIUBUPYIOLIHE.

Ilo nepuody 605€3HU pazIUvaAOT obocmperue (KpHU3), KIUHUYECKY0 pemuccuto (OTCYTCTBHE
KPOBOTOYMBOCTH MPHU COXPAHSIOUICHCS TPOMOOLIUTONIEHUN) U KAUHUKO-2eMAMOTI02UUECKVIO PeMUC-
cuio.

Ilo kaunuyeckoll kapmuHe Pa3NHUAIOTCS «cyxuey» (MMEeTCs TONBKO KOXKHBIM reMopparude-
CKU CHHAPOM) U «8i1adicHble» (TypIypa B COYETAHUH ¢ KPOBOTCUCHHSIMHE ) TyPITYPHI.

13.6.3. TpomOounTONIaTUM

TpomOoruTonaTHu— paccTporcTBa reMocTaza, 00yCIOBIECHHBIE KauYeCTBEHHOW HETIOJHO-
LEHHOCTHIO KPOBSHBIX IUIACTUHOK MPU HOPMAIBbHOM MX KOJHUYecTBe. Pa3innuaioT HaciieqCTBEHHbIE
U mpuobpereHHble TpomOonutonaTuu. Cpenu nepsuuHvlX HACLIeOCMEeHHbIX TPOMOOIUTAPHBIX
nucyHKIMH Hanbosee 4acTo BCTPEYAIOTCS TPOMOOoIUTOnaTuu ¢ AedeKToM TpaHyn (aeduiuTom
IpaHys WM PEaKIMii BEICBOOOXKICHHS).

Bmopuunvie nacnedcmeennvie TpOMOOLMTONATHN TUIHMYHBI Tpu Oone3Hn BuneOpanna,
apuOpuHOreHeMun, anbOuHU3Me (CUHApoM XepmaHckoro—Ilymiaka), cuHIpOMe THIEepAIacTuy-
Hol koxu (Dnepca—/lannoca) 1 Mapdana, MEHOTUX aHOMaIHAX OOMEHa.

IIpuobpemennvle TPOMOOLIUTONATHH C TEMOPPATUYECKUM CHHIPOMOM WM O€3 HEero Xapak-
TEpHBbI JJIi MHOTUX OoJie3Hel KpOBH (JI€MKO3bI, TUIOIUIACTUYECKHE U Merajo0jJacTHuecKue aHe-
mun), ypemuu, [IBC-cuaapoMa, ”MMyHOTIATOJIOTHYECKUX Oose3Hel (reMopparudeckuii BacKyJyIuT,
KpacHas Boi4aHka, AU y3HbIH TIIOMEpyIoHEDPUT U Jp.), TydeBor 00JIe3HH, JIEKapCTBEHHOU 00-
JIE3HU TIPU TIPHEME CATHIIMIATOB, KCAHTUHOB, KapOSHUIIMILTNHA, HEUPOIIUPKYIATOPHBIX TUCHYHK-
U,
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Kaaccudukauus HacaeacTBeHHbIX TpomoonuronaTuii [R.Colman, 1993]

I.  Jedexr B3aumMopeHcTBHs  TpoMOOIMT —  arperanT (gedexkr  peuentopa):
— CeNIeKTUBHBIC 1e()eKThl aIPCHATMHOBBIX, KOJJIAar€HOBBIX, TPOMOOKCAHOBBIX/ 9HI0TIEPOKCHIHBIX
PeLenTopoB.

I1. JledexT B3aumMozeicTBUsI TPOMOOLIUT — COCYIUCTAas CTCHKA:

— O6one3np Bumne6panaa (nedunut unum aedexrnocts OB);

— cunapom bepuapa—Cynbe (medurur ['TI 1b).

II1. JledekT MEXTPOMOOIIUTAPHOTO B3aUMOICHCTBHSI:

— BpoxaeHHas ahubpuHorenemus (neuut GudpUHOreHa);

— TpoMmbactenus ['nanumanna (nedumut wim nedexr [T 1b / 1l1a).

IV. Hapymenust TpOMOOIIMTAPHON CEKPEIHN:

1) nepuuut myna XxpaHeHUs:

— aeduuuT o-rpanyi (IUIOTHBIE TPAHYIIBI);

— neuIuT o-rpaHym;

— neuIuT ad-TpaHyIr;

2) HapyIIeHHuss OOMeHa apaxuI0HOBOMN KHUCIIOTHI:

— HapyUIeHHs BBICBOOOXKACHUS apaXUJOHOBOI KUCIIOTHI;

— Ae(ULIUT IUKIOOKCUTEHA3BL;

— neduIUT TPOMOOKCAHCUHTETA3HI;

3) nmepBUYHBIA JEPEKT CEKpEIH ¢ HOPMAJIBHBIM MYJIOM XpaHEHHUS W HOPMAaJbHBIM CHHTE-
30M TpOMOOKCaHa:

— nedexT MOOMITH3aIuy KaJIbIIHS;

— nedext Merabonm3ma GhochaTuIUINHO3UTOINA,

— nedext hochopunrpoBanus OETKOB.

V.Hapymenns B3anmoielicTBHsI TPOMOOIIMT — (aKTOP CBEPTHIBAHUS.

V1. CoueranHble BpOXACHHBIC HApylIIeHNsT — aHoMalusa Mes—XerrimHaa, 6one3ns [layHa,
CHHJIPOMBI Me3eHXUMalbHOU auciutaszuu (Mapdana, dnepca—/lannoca), TAR-cunapom.

13.6.4. Bazonatumn

Kaacenpurxanus

- HacneocmeeHnuvle sazonamuu (0one3nb Panmgio—Ocnepa, aHrMOMaTO3 CETYATKH — CHH-
apom I'mnnens—JIvuHaay; CHHIPOM THMNEPITACTUYHON KOXKM — CUHApOM Jnepca—/lannoca; re-
MaHTHOMBI B COUYETaHUH C TPOMOOIMTOIICHHEH, aHeMuel — cuaapoMm Kazabaxa—Mepputra; Teme-
AQHTHAKTA3MH KOXKH ¢ atakcueit — cuuapom Jlyu-bap)

- npuobpementvle gazonamuu(TeMOPPArHUECKUd U APYTrue BUABI AITIEPTUICCKUX BACKYIH-
TOB; CUMIITOMATHYCCKUC BACKYJIMTHI IPHU KOJUIAr€HO3aX, MCAUKAMCHTO3HBIX U MHUIICBLIX aJIJICPTO-
3ax,; I/IH(beKLII/IOHHBIG U TOKCHYCCKHC Ba30aTuu, THIIOBUTAMHWHO3HBIC BAa30IIaTUH — ,Z[Gq)I/ILII/ITBI BHU-
tamuHoB C, P u ap.).

13.6.5. I'emopparnyeckuii Backyaut (I'B)

I'B (6one3ns lllenneitna—I enoxa, aHaduiakTougHas myprypa, KamuUISIPOTOKCUKO3) —
MMMYHOIIaTOJIOTHYECKOE 3a00JIeBaHUE, XapaKTEPHU3YIOLIEECs CUCTEMHBIM BaCKYJIUTOM (TIOpPaXKaroT-
CsA MCJIKUC COCYABI: KAlTWJIJIAPbI, BEHYJIbI, apTCPUOJIbI C OTIOXKCHHUCM B UX CTCHKAX MMMYHHBIX JIC-
MO3UTOB, COCTOSIIMX MPEUMYIIECTBEHHO M3 UMMYHOIJIOOYIMHOB Kiacca IgA) u mposBisiomnieecs
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CUMMETPUYHBIMH, Yallle MEJIKOTOUYEYHBIMU KPOBOUBIIMSHUAMU Ha KOXe, OOBIYHO B COYETAHHH C
0O0JIBIO0 U OTEYHOCTHIO CYCTABOB, OOJISIMH B JKUBOTE, MOPAKECHUEM ITOYCK.
Kaaccudpuxanus (I'. A. JIpickuHa u coaBT. (2000)):
1. @opma (3601104us) 601€3HU:

- HAYAJIbHBIN IEPUON;

- pemuccus;

- pelUIuB;

2. Knunuuecxue ¢hopmoi:

- IpocTasi;

- CMeIIIaHHAs.

3. Knunuueckue cunopombi:

- KOXXHBIM;

- CYCTaBHOM;

- a0JOMUHAILHBIN;

- IOYEYHBIN.

4. Cmenenv msascecmu.

Jleekas:

— 00111ee COCTOSIHHE YI0BIETBOPUTEIBHOE;

— HEOOUITbHBIC BHICHITIAHUS;

— BO3MOXHBI apTPaJITHH.

Cpeonemsicenas:

— o0111ee COCTOSIHUE CPEeTHEN TAKECTH;

— OOWJIbHBIE BHICBHITIAHUS;

— apTpajruu, apTpur;

— nepuoaudeckue 00y B )KUBOTE;

— MHUKpPOTeMaTypusi;

— HeboublIast POTeHHYpUs (Caensl OeKa B MoYe).
Taxcenas:

— 00I111e€ COCTOSTHHUE TSKEIOE;

— BBICBINIAHUS OOUITFHBIC CIIMBHBIE C JIEMEHTAMH HEKPO3a;
— PELUAUBUPYIOIINE aHTHOHEBPOTUYECKUE OTEKH;
— YIOpHBIE 0OJIN B KUBOTE;

— JKEJIYJA0YHO-KHUILIEYHOE KPOBOTEUEHHUE;

— MakporeMaTypusi;

— HePPOTHUYECKHUI CHHIPOM;

— OCTpasi TOYeYHAsI HEJJOCTATOYHOCTD.

5. Xapaxkmep meuenus:

- ocTpoe (10 2 mec);

- 3aTsKHOE (110 6 Mec);

- XpOHHYECKOE (PEeIMANBUPYIOIIEE).

13.6.6. IlucceMUHMPOBAHHOE BHYTPUCOCYAMCTOE cBepThiBaHue KPoBH (JIBC-cunapom)

Huccemunuposannoe snympucocyoucmoe ceéepmoisanue (JIBC-cungpom) — obiienarosno-
TMYECKHM MTPOLIECC, CYThIO KOTOPOTO MEPBUYHO SIBIISETCS
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YCUJIICHHAs BHYTPHUCOCYAUCTAs KOaryjdlusd, akTUBallUs KJICTOK KPOBU U COCYAHUCTOI'O SH/0-

TeNus, MPUBOAIIAS K OJI0Kaae MUKPOLUPKYIISALUN CIYCTKAMH/TPOMOAMHU U TIOBBIIICHUIO BA3KOCTH

KpOBH.

Bre3BanHas »TUM aKTUBanuAa KaCKaﬂHOﬁ CUCTCMbI TIIJIA3MCHHBIX MPOTCA3: KaJIJIUKPC-

WH/KUHUHOBOU, (PHOPUHOIUTHYECKON, CHCTEMbl KOMIUIEMEHTa («IPOTCOTUTHYCCKHI B3PBIBY) U

MOBBIIICHHOE TTOTpebieHne (HakTopoB cyOCcTpaToB (MPO- M AHTHKOATYJISTHTOB), TPOMOOIIUTOB TPH-

BOJST K MOPAKEHUIO SHAOTENHNS, KapAUOBACKYISIPHOMY KOJUIANICY U TEMOPPAarHuecKoMy CUHIPOMY.

Tao6muma 40
Broipa:xkennocts nnTeHcuBHocTH JIBC (bokapes U. H., 2003)
Crenennb Kputepuu
1-s1 cTenieHb YpoBeHb MapKepOB CBEPTHIBAHMS KPOBH B TIPEEIIaX HOPMbI
2-s creneHb ypOBeHL MAapKEpOB CBCPTHIBAHUS KPOBU IMOBBLIIICH. JTO COCTOSIHUE MpexXoadlIee U HE BJIMACT Ha
(YHKIIMIO OPraHOB M CHCTEM OpraHu3ma
3-1 crenenn ypOBeHL MapKEpoOB CBCPThIBaAHUSA KPOBU MOBBILICH. DTO COCTOSIHHE MOCTOSHHO HO Ha KIIMHUYCCKYTO
KapTUHY 3a00JIeBaHUS HE BIIHSICT
4-5 cTerneHb [ToBbIIeHNE BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBH MPOUCXOIUT OBICTPO M CYIIECTBEHHO BIUSET
Ha (QYHKIIUU OPTAHOB YIpoXkasi )KU3HH OOJILHOTO
Cmaouu /IBC-cunopoma:

| — ecuneproaeynayus (BO3MOXHO CHIDKCHHE arperaliiOHHON (OYHKITMH
TPOMOOIIUTOB U aKTUBAIUs (GUOPHUHOIIN3A).

Il — nepexoonas (¢ Hapacraroiel KoaryaonaTueid 1 TpPOMOOITUTOTICHUEH,

XapaKTepU3yeTcsl pa3HOHANPABICHHBIMHU CIBUTAMU B O0ILEKOAT Y ISIIMOHHBIX TECTAX).

Il — eunokoaeynayus (BIIIOTH A0 HECBEPTHIBAHUS KPOBH) C MAaTOJOTHUYECKUM (HUOPUHOIH-

30M.

IV —eoccmanosumenvnaa (Mnu npu HEOJIArONPUATHOM TEUYEHUH (ha3a UCXOJOB M OCIOXK-

HEHHUH).

Teuenue /[B C-cunopoma:
— Ocrtpoe.
— IlogocTpoe.

— XPpOoHHYECKOE.

— Peunausupyroiee.

Ilo cocmoanurw zemocmasa:
— KoMneHncupoBaHHBIi.

— JlekoMIneHCUPOBAHHBIM.
— CBepXKOMIEHCUPOBAHHBIM.
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I''TABA 14. DOHAOKPUHHBIE 3ABOJIEBAHUSA

14.1. Caxapuslii 1uader
[To onpenenennro Komurera axcneproB BO3 (1985), caxapusiii auabdet (CJ]) — 3abomneBa-

HHUC, pa3BUBAIOLICECS BCICACTBUC OTHOCUTEILHOMN WU a0COIIOTHOM HEAOCTATOYHOCTH MHCYJINHA, IIPUBO-

JSIIeH K HApYIICHUIO YTUIN3AINH YTIIEBOOB, KHPOBOTO U OEITKOBOTO 0OMEHA, MPOSBIISIOIIEECs XPOHUYe-

CKOH THNepriIMKeMHEN 1 MOpaXKeHUEM COCYI0B.
Briaensitor 1Ba OCHOBHBIX THIIA CaXxapHOTO 1uadera:

— uncyaunzasucumvii(I3CJ1, Tam 1)

— uncynunnesasucumvitt (MMHC, Tum I1).

B nocrnennee Bpems mpearaioT MCHOJib30BaTh TepMHHBI «CaxapHblii quabet | tuma» u

«Caxapusiii quabder II Tumay.

Taomuma 41

ITHOJOTHYECKAs KIaccu(PuKanms caxapHoro quaodera:

Tun nuadera

MexaHu3M pa3BHTHUS

CaxapHblii 1uader
1 Tuna

- AyTOUMMYHHBIH

- AAMONATHYECKAI

JlecTpyKiust B-KIETOK TOHKETyIOYHOHN *Kelle3bl, 0OBIYHO MPHUBOAIIAS K abCOIOT-
HOM MHCYJIMHOBOW HEJOCTATOUYHOCTH

Caxapubiii auader I Tuna

C HpeHMyIIIeCTBeHHOﬁ HWHCYJMHOPE3UCTCHTHOCTHIO U OTHOCHTEILHOI HHCYHHHOBOﬁ
HCAOCTATOYHOCTBIO HJIM C NPCUMYUICCTBCHHBIM He(l)eKTOM CCKpCIUN HHCYJIWHA C
HUHCYJIMHOPE3UCTCHTHOCTHIO UJIN 0e3 Hee

Jlpyrue THIBI CcaxapHOro
anadera

I'enetnueckue nedexTs

dynkmy B-knetok

MODY-1, MODY-2, MODY-3, MODY -4, muto-
xonapuansHbeie mytanuu JHK, apyrue

T'enernueckne AeQeKThl B JIEH-
CTBUHW MHCYJITHHA

Pe3ncTeHTHOCTh K MHCYNHMHY THUMA A, JIMIOATPO-
(buyeckuit nuaoer, CHHAPOM Pabcona-
Memnnenxoina, JenpeayaHns3M, IpyrHe

Bbones3nn 9K30KPHHHOU

qacTu HO,H)KGHyL[O‘-IHOﬁ JKCJIC3bI

HaHeraTI/IT, TpaBMa/HaHeraTSKTOMI/IH, HCOILI1a-
3UH, MYKOBUCIHMI03, TCMOXpPOMATO3, (1)1/16p01<am,-
KYyJIE€3Hasl IMaHKpeaTomaTus

DHIOKPUHONATUHI Axpomeranusi, TIIOKaronoma, cuaapom HMueHko-
Kymunnara, ¢eoxpomorromMa, THPEOTOKCHKO3,
COMAaTOCTaTHHOMA, allbA0CTEPOMA, IPyTHe

Juaber, WHIYIUpOBaHHbIN | [leHTaMUIUH, TUIAHTHH, TIIOKOKOPTHKOCTEPOU-

JIEKapCTBaMH WJIM XHUMHUYECKHU-
MU BelecTBaMu Baxop, THas3u-
IIBI

IIbl, HUKOTHHOBAs KHCIOTa, a-uHTepdepoH, P -
aJpeHOOIOKATOPHI, TUPCOUTHBIC TOPMOHBI, JH-
a30KCHJI, IpyTHE

Wudexun

BpO)KZ[eHHaﬂ KpacHyXa, HUTOMCTAJI0OBUPYC, APY-
Tuec

HeoObrunpie hopMbl UMMYHO-
oTocpeoBaHHOTO quadera

«Stiff-manx-curapoM (CHHAPOM 00€3IBHKEHHO-
CTH), aHTUTENA K PELENTOPaM UHCYJIMHA, aHTUTE-
Ja K MHCYJIMHY, IpyTrue

Jpyrue reHeTuueckue CHUHIPO-
MBI, COYETAIOIINECS CCaXapHbIM
nradbeToM

Cunampom [layna, cunapom KnaitHdenbrepa,
cunnpom TepHepa, curgpom Bombgpama, BTak-
cus®@punpeiixa, xopes ['€eHTUHITOHA, CUHAPOM
Jlopenca-Myna-buans, MHOTOHMYECKass TUCTPO-
¢us, mophupus, cuaapom [Ipanepa-Bummm, npy-
rue

I'ecranmoHHBIN caxapHbIi
auader

BosuukaeT Bo BpeMsi OepeMEeHHOCTH
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14.2. Oxupenne

Osxupenue — yBenuyeHue maccol Tena Ha 10% u 6ojiee 0T MaKCUMAJIBHOM IO POCTY U TOTY
3a cYeT XKUPOBOU TKAHMU.

Kaaccndukanus ¢popm oxxupeHus:

1. IlepBuuHOE

- KOHCTUTYLIMOHAJIbHO-3K30ICHHAS;

- 9K30T€HHas;

- TUIIOTaJIaMUYeCKas;

- cMeaHHas popma.

2. BropuuHoe (pH SHAOKPHUHHBIX 3200JI€BaHUX )

3. HacnencTBeHHbIE CHHAPOMBI C OKHPEHUEM

- Cunnpowm Ilpanepa—Bumn

- Cunapome bapne—buis

- CunapoM AnrbcTpeMa

14.3. boJie3HU ruNOTAJIAMO-TUNIOPU3UPHON CHCTEMbI

14.3.1. l'unonuTynTapusm (runogu3apHblii HAHNU3M, THIOTAJAMUYECKUII HAHU3M)

l'unonuryurapusm — 3aboseBanue, 00yCIOBICHHOE HEIOCTaTOYHOCTHIO COMATOTPOITHOTO
ropmoHa (CTT), mposiBisitorieecs: y neTeil 3HaUUTeIbHOM 3aepiKKON pocta. AOCONIOTHAS WK Ya-
ctuaHas HenocTato9HOCTh CTI MOXKeT pa3BUBATHCA HE TOJBKO BCIEICTBUE MATONOTHH THIIO(U3A,
HO W TIPU HApYUIEHWU THUIMIOTATAMHYECKOW PEryNsiuu ero cekpemnuu, nedexrax omocuaresa CTT,
CHIDKEHUU YYBCTBUTEIIBHOCTH Nepudepruiyeckiux TKaHell K TOpMOHY. Y dacTu OOJIbHBIX OOHAPYKHU-
BaIOT M30JIMPOBAHHBIN (aOCOMOTHBINA Wi YacTHIHbIN) nedumut CTI, HO B OONBIIMHCTBE CITydaeB
MMEETCs] HEJOCTaTOYHOCTh U JAPYTUX FOPMOHOB TUIO(GU3a B Pa3HBIX COUYETAHUSIX, YTO MPUBOAUT K
(GbOpMHPOBAHMIO MHOKECTBA KJIMHUYECKUX BapHAHTOB 3a00JI€BaHMs C pa3iMYHON KOMOHMHanuen
SHAOKPUHHBIX 1 OOMEHHBIX HAPYIIICHHA.

Tab6muna 42
ITHoJ0ornYecKas KjiaccuPuKanus TANONUTYUTAPU3MA:

BpoxkneHHBIH THIIONUTYUTAPU3M

1. Hacrneocmeennulii

A. U3onupoBannas Hegocratounocts CTT

1. Hedexrs rena CTT: Tun IA: ayToCOMHO-pEIIECCUBHBIN THUTT HACIIEIOBAHUS
Tun 1b: ayTocoOMHO-penecCHBHBIN THIT HACISIOBAHUS

Tum II: ayTocOMHO-TOMUHAHTHBIN TUIT HACJIEAOBAHUS

Tum II1I: X-cuenyieHHbIN pelieCCUBHBIN TUIT HACIEA0OBAHUS

2. ledexr rena penenrropa CTT-PT

3. dpyrue dopmer (nedexr rena CTI-PIN)

Bb. MHOXecTBeHHast HEJJOCTaTOYHOCTh TOPMOHOB aieHOrnnodu3a

1. Jedexr rena Pit-1 (runoduszapHOTro TpaHCKPHIITOPHOTO (aKTOpPa), ayTOCOMHO-PEIIECCUBHBINTHIT HACIIEIOBAHHS
2. Oedekr rena Prop-1, ayTocOMHO-pPELIECCHBHBII THI HACICOBAHUS

3. dpyrue ¢popmbl

2. Bpooicoennwvie nopoxu paszsumusi [JHC

A. MHOXeCTBEHHAs HEIOCTATOYHOCTh TOPMOHOB aJieHOrumodu3a

1. Amsanedanus, Toonpo3dHIedatus, IUKIONHS, OpOUTATBHEIN THIIEPTEI0OPU3M
2. BpoxneHHas aruiasus, THIOIUIA3HS WK SKTOIHS THITO(U3a

3. Cenrro-onTrueckas muciiasus (cuaapom e Mop3sbe)
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4. B couerannu ¢ nepekramu Heba

5. CuHApPOM eIMHCTBEHHOTO IICHTPAJIHHOTO pe3ia

b. B coueranuu ¢ IpyruMu HAacIEICTBEHHBIMU 3a00I€BaHUSIMHI
1. Cuanpom Purepa

2. [Tarmuronenns ®ankoHn

B. BaytpuyTpoOHBIC HHpEKINT

1. Kpacnyxa

2. lluromeranus u ap.

THepugpepuueckasn neuyscmeumenvrnocmo k CTI

1. Hedexr rena penenropa CTI - cuaapom JlapoHa, ayToOCOMHO-PEIICCCHBHBIN THIT HACIECIOBAHUS
2. edexrt rera UOP-1

3. PesucrentHocTh k UDP-1 - KapIMKOBOCTh MUTMEEB

4. buonorndecku HeakTuBHBIA CTI - cuanpom KoBapckoro

IIpnoOpeTeHHbI THMONUTYUTAPH3M

1. Onyxonu runoranamyca, runoQusa Wik ApYrux OTAENOB Mo3ra (KpaHuodapuHreoma, ramaproma, Heiipoduodpo-
Ma, TepMUHOMa, TJIMOMA 3PUTENNBEHOTO HEpBa, ajeHoMa runodusa u ap.)

2. TpaBma uepena, Ipexae BCEro NepHHATaIbHAs (TsDKeasi TUIIOKCHS, BHYTPHUYEPEITHbIC KPOBOM3IIUSHUS ), XUPYPTHU-
JecKast

3. UadunsTpaTuBHble 1 HH)EKIIMOHHEIE 3a00JIeBaHUs MO3Tra (THCTHONMTO3 X, CApKOUI03, TEMOXpOMATO3, TyOepKYy-
JIe3, TOKCOIIIIa3M03, HeMpOMH(EKITUH, ayTOUMMYHHBIH THITOQHU3UT U JIp.)

4. IlocnencTBys Ty4EeBOH TepanuH, JICUCHHS] IUTOCTATUKAMU H T. II.

5. IIpunobperennas pesucreHTHOCTS K CTT (anTutena k CTI mpu BBemenun npenapatoB CTT, mpu ayTOMMMYHHBIX
3a00JIeBaHUSX; TOJIOZAHUE, TIPEXK/IE Bcero aeduuur oenka)

NnnonaTuyecKkuii runonuTyuTapusm

14.3.2. HecaxapHblii 1uadet

Hecaxapubiii auabet xapakTepu3yercs: MOJIMyprel U MOJUAUIICHEH B pe3ysibTaTe HeJA0CTa-
TOYHOCTH aHTHJIMYypeThdeckoro ropmona runopusa (A, Ba3onmpeccuHa) Uil CHIXKEHHOW 4yB-
CTBUTEJIBHOCTH ITOYEUHBIX KaHAJIBILIEB K HEMY.

14.4. BoJje3ny NIMTOBUIHOM KeJe3bl

14.4.1. 'unoTupeos

['mnmotupeo3 — rpymma 3a00JIeBaHMM, CONMPOBOXKIAIOIMINUXCS CHUKEHHON MPOIYKIIUCH TH-
PEOUTHBIX TOPMOHOB.

Tabnuma 43
JTHOJOrHYECKAs K.JIaCCI/I(l)I/IKaIIHﬂ rumoTupeosa:
®opma T'enes Jtuojorus
[lepBuuneblii runotupeo3 | BpoxxaeHHslit - Tlopok pa3BUTHS IIMTOBUIHOW JKENE3bl: arja3us, THIOIUIa-

3Ws, DKTONUS B pe3ylibTare OOJIy4eHUs OCpeMEHHOMW, mpuema
PaIMOAKTHBHOTO HOJa, TUPESOCTATHYCCKUX TPENapaToB, ayTo-
AMMYHHOT'O TUpeouanTa y 6epemennoi, BY .

- AreHe3ms WIN IUCTCHE3Ws IMUTOBHUAHON >KeJe3bl Haclead-
CTBEHHASI.

- T'umotupeos ¢ 3000M BCIIEACTBHE T'€HETHUYECKHUX NE(EKTOB
3axBara ¥ oOMeHa 1oza, B ToM uucie cuuapom [lennpena.

- I'umotupeo3 ¢ 3000M BcienCcTBHE MpUeMa OepeMEHHOU Ho-
JTUJIOB, TAPEOCTATHKOB, IIPENapaToB JIUTH, OpoMa U IIp.

- HacnencrBennas pe3aucteHTHOCTS K [T

[TproGpeTeHHsbIi - AyTOMMMYHHBIH TUPEOUIUT.

- SItporeHHbIi (IIOCIIE TUPEOMADPKTOMHUHM, OOJy4eHHs 00JacTh

79



IIen, TpreMa WOAWIOB, MPermapaToB JHUTHSA, KOOaJIbTa, THPEO-
CTaTHKOB | JIp.).

- pyrue TupeonuThl (MUKO3, BAPYCHBIN U JIp.)

- IIpu unctuHo3eE.

- [Ipu HennocTaTouHOCTH HOMA.

Bropuunslii runotupeo3 | Bpoxnennsiit - U3onupoBaHHas HacleACTBEHHAst HeoCcTaTouHOCTh TTT .
- MHOXecTBeHHas! BPOXKICHHAs HEIOCTATOYHOCTh TUIIO(H3A.

IIpnoOpeTeHnbIit -Henocrarounocts TI'T mpu TpaBme, omyxosu, BOCHaTUTEb-
HOM TIOPKEHUH TUTTOPHU3a

Tperuunslii runoTupeo3 | BpoxaeHHsI - M3onupoBaHHasi HACICACTBEHHAS HEIOCTATOYHOCTH TUPOJIH-
OepuHa.
- MHOKeCTBeHHAsI BPOXKACHHAS HEJOCTATOYHOCTh THIIOTANA-
Myca.
[puoOpeTeHHbII - HenoctaTouHocTh TUpONIHOEPUHA TIPH TPABME, OMYXOJIH, BOC-

MAJIUTCIIBHOM ITOPAXKCHUHN TUITOTAJIaMyCa

HeuysctBuTenbHOoCTh K | BpoxkaeHHBIN - AyTocomHo-penieccuBHas hopma.

THPEOUTHBIM TOPMOHAM - AyToCcOMHO-ZIOMUHAHTHas ¢popMa

14.4.2. IndpPy3ubiii Tokcnuecknii 300 (00J1e3Hb I'peiiBca)
Huddy3naenii Tokcnueckuit 300 (JIT3) — opranocnernuduaeckoe ayTouMMyHHOE 3a00JIeBa-
HUE, MPOSIBIISIIOIIEECS MOBBIIICHHEM MPOTYKIIUU THPEOUIHBIX TOPMOHOB IIMTOBUIHOM JKeJIe30i1.

14.4.3. IIpocToii 300 (3yTHpeoHIHAS TUIIEPIJIA3Us IIUTOBU/IHOM KeJie3bl, DBEHUJIbHASA
cTpyMa)

[Ipocroii 300 (syTUpeouIHAs TUTIEPILIA3Hs IIUTOBUTHON kKelle3bl) — 3a0o0JieBaHUE, MPOSIB-
TISTOIIEECs] YBEIMYCHUEM IIIUTOBUIHOMN Kelle3bl 0e3 SIBHBIX MPU3HAKOB HAPYIICHUS €€ CTPYKTYPHI U
GyHKIUY Y JTI0/IeH, TPOKUBAIOIIMX B HEOHJIEMUYECKHX 0 300y pailoHax.

CoruacHo kiaaccupukanuu pasmMepon 300a, npenyioxennoin BO3 B 1994 r., BoigejasoT
cjelylolue cTeneHH YBeJIu4eHUus1 M TOBU/IHOM KeJie3bl:

0 cmenenvs — 300a HET;

I cmenens — 1ONHM MIMTOBUIHOW JKeNe3bl OOJbBINE NUCTATHHON (paslaHTH MEPBOTO TMablia
MaueHTa, 300 MaaTbnupyIoT, HO OH HE BUJICH;

1l cmenens — 300 NANBIIUPYETCS U BUJICH.

14.4.4. DapeMuyeckKui 300

DHIeMHYECKUI 300 — 3a001eBaHNe, BCTPEYAIOIEECS B MECTHOCTH C HU3KHM COJICPKaHUEM
HoJa B BOJAE, NMOYBE, PACTCHHSIX, MPOAYKTaX M XapaKTEpU3YIOUIEeCs YBEIWUYEHUEM HIUTOBHUIHOU
xenesnl. [To nanaeiM BO3, B Mmupe HacuuteiBaroT 60s1ee 200 MiTH. OOJTBHBIX.

3aboneBaHne 0OBIYHO PACTIPOCTPAHEHO BO MHOTHX PETMOHAX, YIaJ€HHBIX OT MOPS (AJIBITHI,
Anraii, ['mmanau, Kaskasz, Kopaunwsepsr, Kapnarter, Tsup-11lans, llentpansnas Adpuka, FOxHas
Awmepuka, Bocrounas EBpoma). B Poccun snmemudeckumu mo 300y pailoHaMu SIBISIFOTCS I€H-
TpasibHbIe 00nactu, 3abaiikanbe, Ypan, Cubups, lansauit BocTrok. MEeCTHOCTh CUUTAIOT SHACMHY-
HOM, ecnu yacToTa 300a o ganasiM Y 3U npesbimiaet 5%, a MeAMaHHAs KOHIICHTPAIHs HoJa B MO-
ye y aeTeit nmpemybeprarHoro Bo3pacta (6-12 sner) coctanser menee 100 Mkr/.
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14.4.5. ayTOMMMYHHBIA THPEOUIUT (XPOHMUYECKHH JUM(POUMUTAPHBIH THPEOUTUT, TH-
peonaut XammmoTo)

AytonmmyHHBIH TupeonmuT (AWUT), xak u nuddy3Hbiii TOKCHYECKUH 300, OTHOCAT K TH-
OUYHBIM OpraHOCIeNM(UIECKUM ayTOUMMYHHBIM 3a0oieBaHusiM. OH CONpPOBOXKAAETCS TUMQPOUI-
HOW MH(UIbTpAIMEN IIUTOBUIHOMN Kele3bl, HATMUMEM CHeIM(PUUECKUX aHTUTEN K HOpMallbHBIM

aQHTUTEHaM IIUTOBUIHOM jKeJie3bl U HapylIeHHeM ee () yHKIUH.

14.5. BoJje3nn oK0JOIMMTOBUIHELIX KeJie3
14.5.1. 'mnonaparupeo3

I'unonaparupeo3 — 3abosieBaHue, 00YCIOBIEHHOE CHM)KEHUEM (YHKIIUU OKOJIOUTUTOBHUI-

HbIX kene3 (OI'LDK), npuBoasumM K ruOKaIblUEMUH.
Kanaccnduxanus:

- BpokneHHbIM U30JIMPOBAaHHBIN TUIIONIAPATUPEO3;

- [Ipuo6peTeHHbIN TUIIOTAPATHPEO3.

14.5.2. [IceBnorunmonapaTupeos

[IceBporunonapatupeos

rpynmna

HacCJI€ACTBCHHBIX CUHAPOMOB C

nabopaTtopHbiMH Tpu3HakaMu HenoctaTogHocTH OLLDK u noseimenHsiM ypoBHeM I1TIN B kpoBu

Tabnuna 44

3a0oJieBaHNe

IlaTorenes

Kaunnka

IIceBnorumnonapaTupeos
la Tuma

Hedexr Oenka Gsa,
MOCPEHUKA MEKIY
peuentopom IITI u
nAM®

CylOpOKHBIN CHHIPOM C POKACHHS, B IPOMEKYTKaX - CUMII-
TOMBI CKpBITOH rMnokanbiueMun. [locae 1 -ro ropa >ku3HH
(dopmupyercst TUIINYHBIA (EeHOTUN (HACIEACTBEHHAs OCTEO-
muctpodust  Onbpaiita): OpaxuIaKTUINS,
JIyHOOOpa3HOe JHI0, 0XKUPEHHE, KPBUIOBHIHBIE CKIAAKH Ha
11ee, MHOKECTBECHHBIE OYard OOBI3BECTBIICHUS MM occupu-
Kalluu B TIOAKOXHOH kieTdaTke (puc. 134). Moxet ObITh pe-

HU3KOPOCJIOCTD,

suctenTHOcTh K TTIT (rumotmpeos), rimokarony (OGeccumil-
TOMHas1), TOHamonmbepuHy (rumoronagmsm), AJl (momm-

ypusi)

IceBnorunonaparupeos Ib | epexr peuenropa | KinuHuueckue nposiBieHHUs THIOKAIBIMEMHUN. TUITNYHBI HUA3-
TUIA Tr KHI pOCT, KPYTJIO€ JIUL0, KOPOTKas Iest

ITceBmorumonapatupeos Ic | Jlepekr Oenka Gsa u | KnuHu4ueckne MprU3HAKY THITOKAIBIIUEMUHN. XapaKTepHa KITH-
THTIA aNCHIIATITUKIIa3bI HUKa ocTeomucTpoduu Onbpaiita B COUETAaHUU C PE3UCTEHT-

HOCTBIO K APYTHM TOPMOHAM

TIceBgorunonaparupeos II
THIA

Bo3moxno, mMmeercs
HapylieHne MeTado-
JU3Ma BUTaMuHa D

Knuanueckue npusHaky rUnoKaiblMeMuu. TUTHYHBI HU3KUH
POCT, KPYTJIOe JIUI0, OpaxUIaKTHIINS, KOPOTKAS IIes

IIceBmomnceBaorumnomna-
paTtupeos

Hedexr Oernka
Ggaskax npu la Tune

denoTHIMUECKHE ITpU3HAKK ocTeomuctpodun Onbpaiita Ipu
OTCYTCTBUHU TUIOKAJIBIUEMHUU U PE3UCTEHTHOCTH K APYTrUM
TOpMOHaM

14.6. 3a00/1eBaHNs HAANIOYEYHUKOB
14.6.1. XpoHuveckasi HeIOCTATOYHOCTh HAINOYEeYHUKOB

XpoHHYECKass HEAOCTaTOYHOCTh KOpbl HanmnodeuHnkoB (XHH) — cummroMokomIuiekc,
pa3BHUBAIOIIMICS BCIEACTBHE HEOCTATOUHON MPOAYKLUHU TIIFOKOKOPTUKOUIOB U (WJIM) MHHEpAo-

KOPTUKOHUOOB.
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Tabmuma 45

Ho3osa0rnueckue popmbl

STHoJiorus

[lepBuuHast HEIOCTATOYHOCTH HAATIOYCYHUKOB (TTOPAKEHNE KOPHI HAAIIOYECUHHKOB)

1.Bpoxnennas

- BpO)K[[eHHaH TUnoIiasus KOpPbL
HaJAIIOYCYHUKOB

AyTOCOMHO-peNeCCUBHBIN (T€H JIOKaJIM30BaH Ha
21-ii  xpomocome) cuemnenslit ¢ X-
XPOMOCOMOH THT HacleJOBAaHHS

nim

- Bpoxnennast runepruiazusi Kopbl
HAJIIOYEYHUKOB

Hacrnenyemple ayTOCOMHO-PEIIECCUBHO  Ie(EKTHI
CTepOHJOTeHEe3a

- ['unoansaocrepoHusm

HenocraTtounocts 18-ruapokcminaspl, ayTOCOMHO-
PEIECCUBHBIN THIT HACICIOBAHMUS

- AnpeHoselikoauctpodus

JleeKT OKMCIIEHUS IITUHHOICTIOUCYHBIX >KHPHBIX
kucioT. HemoctaTouHOCTh HAATIOYEYHUKOB COYETa-
ercs ¢ nopaxkenueM [IHC. Hacnenyercs cueruieHHO
¢ X-XpoMOCOMOM

- CeMelHBIM W30JUPOBAHHBIN Je-
(UIUT TITFOKOKOPTUKOUIOB

JledexT penentopoB K KOPTHUKOTPONHUHY. AyTO-
COMHO-PETIECCHUBHBII THIT HACIEIOBAHUS

2.IIpuobpeTeHHas

-JlecTpykTUBHOE
HAJIIOYEYHUKOB

MOpayKeHUEe

AyTOUMMYHHBIN apE€HAIUT U30JIMPOBAHHBIN WIN B
COYETaHWH C JPYTUMHU 3a00JCBaHUAMH ayTOUM-
MYHHOTO TeHe3a, WHpekuuu (Tydepkynes, cupu-
JIUC, MHUKO3BI), KPOBOUIIHUSHUSI, aMUIIOHIA, METa-
CTas3bl 37J0KAYECTBEHHBIX OITyXO0JICH

BTOpI/ILIHaH HCAO0CTATOYHOCTh HAAIIOYCUYHHUKOB (nopameHI/Ie FI/IHO(I)I/I?)a)

1. Bpoxnennas

- M3onupoBaHHas HEIOCTATOY-
HOCTh KOPTHKOTPOTIMHA

Bpoxnennslii neeKT CcuHTE3a KOPTUKOTPOIWHA
WIH PELUENTOPOB K KOPTHKOIHOSPUHY

- 'unonuryurapusm

To xe ¢ HapyIIeHHeM IPYTUX TOPMOHOB THITO(H3a

- BpO)K,HGHHaﬂ alrjia3ust UJM TUIo-
Iiasus FI/IHO(i)I/ISa

HOpOK pa3sBUTUA I‘I/IHO(i)I/I?)a accounurpoBaH € Mopo-
KaMU pa3BUTHA 4Y€pCIia U MO3Ta

2.IIpnoGperennas

- JlecTpyKTHBHOE IOpa)KeHHE TH-
nousa

Onyxony, KpOBOM3IUSHUS, HH(MEKIHH, ayTOUM-
MYHHBII THIIO(U3UT

TperudHast HEZOCTATOYHOCTH HAIIIOYECYHUKOB (TTIOpakeHUE TUIIOTaIaMyca)

Bpoxnennas

- M3onupoBaHHas HEIOCTATOY-
HOCTh KOPTHKOJINOEpHHA

BpokneHHbIi AeQeKT CHHTe3a KOPTUKOJINOepHHa

- MmnoxecTBeHHas
HOCTb THIIOTajaMmyca

HEJ0CTaTOY-

To xe B coueTaHuu ¢ HapyHmeHueM Apyrux ropmo-
HOB rumnoTajiamyca

- BpO)K,HGHHaﬂ alrjia3ust UJM TUIo-
I1a3us rurnoTajiaMmyca

IMopok pasButus rumoraisamyca (aHdHLEaNH,
roJIonpo3HIEehaus, CETOONTHIEeCKAs TUCTIIAa3us)

2.IIpuobpeTeHHas

- JleCTpyKTUBHOE IOpPAKEHUE THU-
moranamyca

Onyxoiu, KpOBOM3IUSHUS, HHPEKITHH

Hapymenne penemniim cTepoOUIHBIX TOPMOHOB

HCCB[[OFI/IHO&HLL[OCTGPOHI/ISM

JledekT perenTopoB MUHEPATOKOPTUKOUIOB, ayTo-
COMHO-PELIECCUBHBIII U ayTOCOMHO-IOMUHAHTHBIN
THUIIBI HACJIEJOBAHUS

ﬂTpOFeHHaH HEAOCTATOYHOCTH KOPBI HAAITIOYCUYHUKOB

1. HeobpaTtumast

JIByCTOpOHHSS alpeHATIKTOMHUS

2. O6parumas

ITocnencTBust ynaneHuss KOPTUKOTPOIHMHOMBI, IIO-
CIEACTBUS yIAlCHUs TTIKXKOKOPTUKOCTEPOMBI, MPU-
€M aJpPEHOCTaTUKOB (XJIOIUTAH, aMHHOTIIOTETH-
MHJl, KETOKOHA30J), TOCIEACTBUS BHE3aIHON OT-
MEHBI TIIIOKOKOPTHUKOUIOB MM APYrHX Ipenapa-
TOB, TopMo3simx cexperuo AKTI (Meapokcurpo-
TECTEpPOH, ITUTIPOTEPOH)
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14.6.2. OcTtpast HegocTaTOYHOCTH HaANMO4YedYHUKOB (OHH)

- XpoHHYEeCKas (TMPOBOIHMPYIOMUMH (PAKTOPAMHU CIIY)KaT UHTEPKYPPEHTHBIE 3a00JeBaHus,
TpaBMBbl, OII€pPALIH, CTPECCOBBIE CUTYALIUHN)

- OCTpaSI (BCJIC,Z[CTBI/IC KpOBOI/ISHI/IHHI/I}I B HAAIIOUYCUYHUKHN HpI/I pOI[OBOﬁ TpaBMe, HpI/I MOJIHHUEC-
HOCHO TEKYIIUX, MPEUMYIECTBEHHO MEHWHTOKOKKOBOW M CTPENTOKOKKOBOHM, MH(EKIHUIX (CHH-
npom Yorepxayca—®Dpuaepurcena)).

14.6.2. BpoxaenHass runepiiasus Kopbl Haanmodyedynukos (BI'KH, agpenorenurTanb-
HbI CHHIPOM)

I'pynna HacneacTBEHHBIX 3a00JeBaHUM, OOYCIOBICHHBIX I€HETUYECKH JETCPMUHHPOBAH-
HBIM CHM)KEHHEM aKTUBHOCTH OJTHOTO M3 ()epPMEHTOB, YUaCTBYIOLINX B CTepouzorenese. B 3aBucu-
MOCTH OT YPOBHS ()epMEHTHOTO OJIOKa KIIMHUKA U Ja00paTOpHbIE JaHHbBIE Pa3IUYHBbI.

- Henocrarounocts 2 1-ruapokcunassl

1) ssBHas (pocTast BUPUIIbHAS U COJIbTEPSIOIIAs )

2) crepras (MO3HO MPOSIBIIAIONIASICS )

- HegoctaTtounocts 11 — rugpokcumnassl

- HegocraTrounocts 20,22 - necmMonas3bl

- HenocraTtounocts 3 - ponaeruaporeHasbl

- Henocrarounocts 17 - rugpokcuinasbl

- Henocrartounocts 18 — rugpokcumnassl

- Henocrartounocts 18 - neruaporeHasbl

- HenocrtaTtounocts 17, 20-nmua3sl u ap.

14.7. 3a60/1eBaHus OJIOBBIX KeJie3

14.7.1. lIpexneBpeMeHHOE M10JI0BOE PA3BUTHE

[TpexneBpemennoe nonoBoe passutue (I111P) — mosiBneHne mpu3HakoB MOJIOBOTO CO3pEBa-
HUS y A€BOUYEK Miaaule 7 U 'y MaJIbUMKOB Miajauie & JeT.

Kanaccnduxanus:

- ucrunnoe [ITP (u3ocexcyansHoe [I1P, rerepocexcyanbroro soxHoro [1I1P);

- noxHoe [P (mpexxaeBpeMeHHbIH 1ceBaomyOepTar).

14.7.2. 'unoronaauim

['unoronaau3m — 310 3a00eBaHue, O0YCIOBIEHHOE CTOMKUM, YaCTO HEOOPATHMBIM TTOpa-
KEHUEM PENpPOAYKTUBHON CUCTEMBI CO CHMYKEHUEM MPOIYKIIMH MTOJIOBBIX TOPMOHOB.

Kaaccudukanusi 0CHOBHBIX (p)OPM rHNOrOHATU3MA Y MAJILYUKOB:

1. T'unepeaonadomponnviil (nepeuunblil) 2UNOSOHAOUIM:

1. Cunapom aHOPXU3MA;

2. [lepBudHas THMOIIA3US STUYCK;

3. Cunapom Knaiindenbrepa u Apyrue cXoaHbIe CHHIPOMBI,

4. Cungpom Hynaw;

5. [lepBuuHas HeOCTATOUYHOCTH KJIeTOK Jleiaura (cuHApoM (hepTUIIBLHBIX EBHYXOB).

1. I'unoconadomponmwiii (6MOPUYHBILL U MPEMUUHDBILL) SUNOSOHAOUZM

A. N30mupoBaHHBII THIIOTOHAIOTPOIHBIN THIIOTOHAIU3M:

b. ¢ nonnxennoi npoaykuueit JII' u OCI;

B. ¢ nonnmxennoi npogykuueit JII' (cunapom Iackyanunn);
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I'. ¢ nonmxennou npoaykuueit @CI.

1. Anuno3orenuranbHas quctpodus (cuaapom badunckoro-dpennxa);
2. Cunnpom Kamnmvena [, 1T u 111,

3. Cunapowm IIpanepa — Buu;

4. Cunnpowm Jlopenca — MyHa,

5. Cunapom bapne-bunns;

6. Ipyrue ¢popMbl CUMIITOMATHYECKOTO THIIOTOHAN3MA.

1. I'unepnponrakmunemuueckuti 2un02oHAOUIM.

1. MukponpoJakTHHOMA;

2. MakpornpojakTHHOMA.

14.7.3. 3agepikka moa0BOro pa3BuTHUs

3anepxky nosioBoro passutus (3I1P) onpenensioT kak GyHKIMOHAIBHOE, TEMIIOBOE 3aIla3-

ABIBAHUC ITOABJICHHS IIPHU3HAKOB IIOJOBOT'O CO3PEBAHUA Oosnee yeMm Ha 2 roza 1mo CpaBHCHHIO CO

CPEIHUMH CPOKaAMHU.
Knaccupukanuss oCHOBHBIX (popM 3a/1ep:KKH MMOJ0BOT0 PA3BUTHS Y MAJIbYMKOB:
1. KoncruryrnuonaibHast
2. ComaToreHHas
3. JloxkHas anuno3oreHuTanbHas TucTpodus
4. CuHIpOM HENpaBUIIBHOTO IyOepTaTa

14.7.4. Hapymienune nosioBoii nugdepeHIuPOBKU (MHTEPCEKCYATNU3M)

Hapymenne nonoBoit auddepeHIUpOBKY WM UHTEPCEKCYaTu3M BKJIIOYAET TPYIIY BPOXK-
JICHHBIX 3a00JIeBaHUN PENPOAYKTUBHON CUCTEMBI, IPU KOTOPBIX UMEETCSI HECOOTBETCTBUE MPHU3HA-

KOB, OITPCACIIAOIINX ITOJT YCJIOBEKA.

Taobnuua 46

Kaaccndukannsa ocHOBHBIX (GopM HapyumieHHil mos0Boi auddepeHIUPOBKH (MHTep-

CeKCyaJu3Ma) y aerei

HuTepcekcyanusm 6e3 repMadpoautTuma

A. Jlucrenesus rosan

- Cunzpom llepemesckoro-TepHepa 1 BapuaHTsl

- Yucras qucreHesus roHaj ¢ kapuotunom 46 XX

- Uucras qucrenesus ronas ¢ kapuotunom 46XY (cunapom Caiiepa)

b. Jlucrenes3us ceMEHHBIX KaHAJIBIICB

- Cunapom Kiaiindenbrepa

- Myxunnsl ¢ kapuotunioM 46XX (cuaapom e ma [lanemns)
- Unnonarnyeckue popmbl

HuTepcekcyanusm ¢ repMadpoIuTU3MOM

1 JloxHbIl My>XCKOW repMapoIuTH3M

A. Hapymenue ¢popMupoBaHUs WIN Pa3BUTHUS SUYEK (IUCTCHE3US SIUYCK)
- Cunnpom llepemesckoro-Teprepa ¢ repMadpOIUTHBIME TEHUTAINSIMHA
- CMemaHHas JUCTEHE3UsI TOHA]

- CHHZIPOM TECTHKYISIPHOH perpeccuu

b. Jlucrenesusi ceMEHHBIX KaHaJIbIIEB

- Cunnpom Knaiindensrepa ¢ repMadpoIUTHBIME T€HUTAIUSIMH
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- Cunagpowm e na [llanens ¢ repMadpoANTHRIMI TEHATATHSIMHA

B. Hapymenwne nuddepeHIpOBKY TSHATATII

- BpoxkaeHnHble HapylIeHust OMOCHHTE3a TECTOCTEPOHA
- CHHIIPOMBI PE3UCTEHTHOCTH K aHPOTreHaM

- SITporeHHast peMuHU3AIHS

- CHHIPOMBI, aCCOLUMPOBAHHBIC C TUIIOTOHATU3MOM

- V3onupoBaHHas THITOCTIATNS W/UITH KPUTITOPXU3M

2. JIOXKHBIH KEHCKUH repMadpoIuTU3M

- AIpeHOTeHNUTANBHBI CHHIPOM Y JI€BOYEK

- Bupunuszanus npyu MaTepUHCKON THIIEPaHAPOTreHUU
- SITporeHHast BUPMIIN3AIIUS

3. UctunHbIi repMadpoIuTH3M

I'epmadpoanTaMm — ABYNOJOCTb, aMOMCEKCYaTbHOCTh — MPOSBIAETCS MPU POKICHUU
AQHOMAJILHBIM CTPOCHUEM HApYXHBIX T€HUTAIUHN, 3aTPYIHSIONIUM OIpe/ieJIeHHe MoJia, TO eCTh rep-
MadpPOIUTU3M — ITO BapUAHT MHTEPCEKCYaIn3Ma, IPU KOTOPOM MMEETCsl HEOPEIeICHHBIN coMa-
TUYECKUH TOJI.

OcHoBHbIe opMbI repmapoauTH3MA:

1. Jlo:xkHblii MyKcKOH repmMadgpoauTH3M

- CMenranHas TUCTeHE3Us TOHAJ (ATUMUYHBINA WM aCHMMETPUYHBIA TOHAIHBIA ITHUCTEHE3).
OO06ycnoBieHa MO3auYHBIM KaproTUIioM 45,X/46,XY uiv HaTuuueM B KPOBU WU/WIIA IPYTUX TKAHSIX
MOHOCOMAJIBHBIX IO MOJIOBBIM XPOMOCOMaM KJIOHOB.

- CUHAPOM TECTHKYJSIPHON perpeccuu oOBEIUHSCT TPYIMIy 3a00JIeBaHUH, XapaKTEPU3YIO-
mmxcs perpeccuei GopMHUpYIOMUXCS CEeMEHHUKOB. CTeNeHb MOpPakKeHUsI CEMEHHUKOB 3aBUCUT OT
BPEMEHH Hauaja perpecCUy TKaHW TOHAJI, YTO KIMHHYECKHA MOXKET MPOSBISATHCS TPEMS COCTOSIHHSI-
MU: UCTHUHHBIA aroHaJu3M, CHHIPOM PYAMMEHTAPHBIX SIMYEK M BPOKICHHAS aHOPXUs (CHHAPOM
aHopxusMa). [IpuunHbl HensBecTHbI, kKapuoTun 46,XY.

- BpoxxneHHnsie HapyiieHUss OMOCHHTE3a TECTOCTEPOHA OOBEAMHSIIOT MOJ Ha3BaHHUEM CHH-
poMa HEMOJIHOM MacKyJIWHHU3aLWK, KOTOPHIM BKJIIOYAET PSAJ CXOAHBIX MO KIMHHUKE COCTOSHHIA,
00YCJIOBIICHHBIX TeHeTH4YeckuMu nedextamu QepmentoB anaporenesa (20,22-mecmoinassl, 3f-
oyiieruaAporenassl, 17-rugpokcunassl, 17,20-mmassl, 17-KeTo-cTeporapeyKTasbl) Ipu HOPMaIbHOM
Kapuotune. Tum HaciieT0BaHUsI ayTOCOMHO-PEIIECCUBHBIM.

- CUHIPOMBI PE3UCTEHTHOCTU K aHAPOTEeHAM BKJIIOYAIOT JBE OCHOBHBIC KIMHUYECKHE (op-
MBI TepMadpoIuTH3Ma:

a) OOycioBineHa HapyIIEHUEM IMPEBPAIIEHUS TECTOCTEPOHA B S5-0-TUTHIPOTECTOCTEPOH
BCJIEICTBUE AePUINTA S-0-pEeIyKTa3bl. *

0) CHHIPOM TECTUKYJSIPHOW (peMHUHU3AIMU OOYCIIOBJICH MOJIHOW WM YaCTUYHOM, TCHETH-
YecKHu OOYCIIOBJICHHOW HEUYBCTBUTEIBHOCTHIO K aHJIPOTeHaM BCIENCTBUE JedeKTa perenTopoB.
Kapuotum 46,XY, ren kaptupoBan Ha X-xpomocome (Xql1-g12).

2. Jlo:kHbIH skeHcKkHuii repMadpoaAuTH3M

- AJIpEHOTEHUTANILHBIN CHHAPOM Y JIEBOUEK Pa3BUBACTCS B PE3YNIbTATE BIUSHUS aHIPOTE-
HOB HAMOYCUYHUKOB Ha ILUIOJI )KEHCKOTO MMoJia rociie 12 Hen. 6epeMeHHOCTH B mepuo] GopMUpoBa-
HUSl HAapYXHBIX TeHUTanuil. HaamodeuyHukoBas rUmEpaHIpOTeHHs TUIOAA BO3HUKAET BCJIECICTBUE
HACJICJICTBEHHBIX 1e(DEKTOB OMOCHHTE3a TIIFOKOKOPTUKOHIOB.
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- HenannoueuHnukoBsle (OpMBI Pa3BUBAIOTCS BCIEICTBUE NPHEMA aHAPOI€HOB, OOJIBIIMX
7103 TIPOTECTEpOHAa BO BpeMsi O€peMEHHOCTH; aHAPOTSHIIPOYLIUPYIOIIEH ONMyXOIH y MaTepH; y Je-
Tell 0T MaTepell ¢ HEKOMIIEHCHPOBAHHBIM a/IpEHOTE€HUTAIBHBIM CHHIPOMOM.

3. McTuHHBIHA repMadpoauTU3M:

[Tpuumnnb! UcTUHHOTO repMadpoauTu3Ma HeusBecTHbl. Kapuotun y 60% 0onbHbIX 46,XX, y
15% 46,XY, y OCTaJIbHBIX — MO3auKa.
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I''TABA 15. HACJIEACTBEHHBIE BOJIE3HU
(XPOMOCOMHBIE BOJIE3HU, 'EHHBIE BOJIE3HN)

XPOMOCOMHBIE BOJIE3HHU

1. CuHapOMBI TPHCOMUI:

- Xpomocomsl 21 Tpucomuu cuaapoM (cuaapom Jlayna) (+21);

- Xpomocomsl 13 Tpucomuu cuaapom (cuaapom Ilaray) (+13);

- Xpomocomsl 18 Tpucomuu cuuapoM (cuHAapOoM DnBapiaca) (+18);
2. AHOMauu MOJIOBBIX XPOMOCOM:

- Xpomocombl XXV cunapom (cunapom Knaiingensrepa);

- Xpomocombl X MoOHOcoMuHU cuHApoM (cunapoM lllepemeBckoro—TepHepa);
- Cunzapom tpucomuu X (47,XXX);

- Cungpom 47,XVYVY;

- XpomMocombl (hparmibHON (JIOMKO) X CHHIIPOM.

I'EHHBIE BOJIE3HU

1. Hapymienust B MeTaboIu3Me aMHHOKHUCIIOT:
- ®enunkeronypus (PKVY, penunmupoBuHOrpagHas oauroppeHus):
a) Genunkeronypus I;

0) @enmikeronypus 1I;

B) ®enunkeronypus I1I;

- 'uctuounemus,

- Hapymenus oOmMena tpunrodana,;

a) bone3ns XapTHana,

0) Cunapom Krnannma—Kompogepa,

- [luctatnonunypus;

- 'oMouucTunypus;

- [luctunypus;

- Aei1uHo3,;

- AJIKanToHypHuS,

- luctrHO3.

15.1. HacaeacTrBeHHbIE 00J1€3HH COCANHUTEILHON TKAHU

HacnencrBennsie 00J€3HU COCAMHUTENBHOM TKAaHU (IUCIUIA3MM COENMHUTENbHON TKaHH,
JACT) — rpymnmna Ho3070ru4eckux (HopM, KOTOpble 00BEANHSET BOBJICUEHHE B TTATOTeHe3 (hepMEHT-
HBIX CHCTEM M CTPYKTYPHBIX OCIKOB COCIMHUTEIBHON TKaHU, MPEXKJIC BCETO KACAIOIINXCS CUHTE3a
1 oOMeHa KoJIjIareHa.

Kanaccnduxanus:

1. IndbdepenunpoBannbie nuciiazuu coenuautenbuoi Tkanu (ACT):

- cu"apom Mapdana;

- HecoBepmiennsriit ocreorenes (6osne3nn Jloomreitna—Bponmka);

- cunapom Dnepca—/lannoca;

- CUHIpPOM AJlb — IOPTa;

2. Henuddepenuupopannpie nucruiazuu coequantenbHoi Tkanu (HJCT).
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15.2. HacaencrBeHHble 00J1€3HM 00MeHA yIJIeBO10B

I'pynna HacieACTBEHHBIX HApYIICHUH OOMEHa YIJIeBOJOB BKJIIOYACT B ce0s pa3iUyHbIC HO-
3osornyeckue (opmbl 3a00JIeBaHUM, 00YCIOBICHHBIX MATOJOTHEH METaboIM3Ma MOHOCAXapuI0B
(rmoko3a, ppykTo3a), nucaxapuaoB (J1aKTO3a, MabTO3a, CaXxapo3a) W MOJHCAXapuaoB (TIMKOTEH,
Kpaxmail).

Knaccupurkanus:

1. lamakrozemus;

2. ' TMKOT€HO3BbI:

- | Tum — rmkorenHas renaroHedpomeranus (6one3Hs [ upke);

- II Tum — raMKoOreHHas KapauoMeraius (HeZOCTaTOYHOCTh KUCIIOW MaibTasbl, 00JE3Hb
[Tomre);

- Il Tun — numutaexcTpuHo3 (6one3np Popdca—Kopn).

3. ®pyKTO3EeMHUHI.

15.3. HacaencrBeHHble 00J1€3HM 00MeHAa JJUNNI0OB

HacnencrBennbie 0oyie3HH OOMEHA JIMIMHIOB — OOIIUpPHAS TPYINa PAa3IUYHBIX [0 TeHE3y
COCTOSIHMI, MAaTOr€HETUYECKH B TOM MJIM MHOM CTENEHH CBA3aHHBIX C HAPYIIEHUSMHU KUPOBOTO 00-
MEHa, B TOM YHCJIe — TUIa3MAaTUYECKUE JTUMUA03bI, Ui KOTOPBIX XapaKTepHO HAKOIUICHUE JTUTTU/-
HBIX CyOCTaHIMI BHYTpHU KJIeTOK (6osne3nb Humanna—IIuka u nip.); HapymeHus: oOMeHa JUIOIpo-
TEUHOB (a- ¥ D-TUIONPOTeUICMHUHN U JIp. ).

Kaaccndpukanms:

1. 'mukomunugos3sl.

a) epeOpo3uI03HbI:

- bonesus [Nome;

- 6oste3nb Kpabdoe;

0) cynbdhaTuI03bI:

- METaXpOMaTHUYECKasl TEUKOIUCTPODUSI.

B) LIEpaMU0IUTO3U103bI:

- LIePaMHITIAKTO3UIJTUTION 103,

- curpom dabpu.

T') TaHTJIMO3U03bI:

- GM2-raurIMo3na036I.

1) 6one3up Tes—Cakca,;

2) 6one3nb Humanna—IIuka;

3) 6osie3np 3anarodpda—Ankesnua—IIunbia,;

4) 6one3nb bepHreiimepa—3aiiTensoepra;

5) uH(aHTUIBHBIN raHNMO3u103 IV THMA.

- GM2-raHIINO3UI036L:

1) 6one3ur Hopmana—IJlanaunra;

2) 6one3us JleppH.

15.4. HacaencTBeHHbIE MUTMEHTHDBIE IenaTo3bl

- Cunnpom Kpurnepa—Haiispa,;
- Cungpom KunbOepa—MeiineHrpaxra.
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15.5. HACJIEACTBEHHBIE BOJIE3HU HAKOIIJIEHUSA

1. Mykononucaxapuao3sl

- 1 (IH) I'ypnepa

- II Xanrepa

- Il Candmunmo

- IV Mopkuo

- V(1) Leite

- VI Maporo-Jlamu

- VII Cnas

2. MyKOTUIHI03b1

- Cuanuno3

- MaHHU/03 U pyTHE TPYIIIHL.

- MyKoBHCIIH/I03 - 3TO CaMO€ YaCTO€ MOHOTEHHOE 3a00JieBaHNe, 00YCIOBICHHOE MyTaluen
resa CFTR (TpancmMeMOpaHHOTO peryJsaTOpHOro Oejika), B OCHOBE IMAaTOreHe3a KOTOPOTO JICKHUT
CUCTEMHOE MOpPaKEHUE HK30KPUHHBIX KeJe3, )KU3HEHHO Ba)KHBIX OPTaHOB U CHCTEM, UMEIOIEe TA-
)kenoe TedeHue u nporuno3 (Poccuiickuii Korncencyc mo mykoBuciuao3y, Mocksa, 1995).

Dopmbl MyKOBUCYUOO3A:

1. CmemanHas, ¢ TOPaXKEHUEM JKETYJOYHO-KHIIIEYHOTO TPAKTa U OPOHXOJIETOYHOW CHCTe-
MBI,

2. [IpenmyIieCTBEHHO JIETOYHAS;

3. [IpeuMy11eCTBEHHO KUILIEYHAS;

4. HekoTopble aBTOPHI BBIIEISAIOT TaKkKe MEUYECHOYHYIO C SBJICHUSMHU LUPPO3a, MOPTAIBHOM
TUINEPTEH3UU U aCUTOM, W30JMPOBAHHYIO 3JEKTPOJIUTHYIO (TceBAocuHapoM bappera); mekoHue-
BYIO HEMPOXOAUMOCTh, aTUIIUYHBIE U CTEPThIe (POPMbI MYKOBHCIIU03A.
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TJIABA 16. IOPA’KEHUSI HEPBHOM CUCTEMBI

Knaccudukanus nepuHaTanbHbIX TOPaKEHUIH HEPBHOM CUCTEMBI Y HOBOPOXIEHHBIX (pa3-

pabotana Poccuiickoii acconmaruei crenuaiicToB NepruHaTAIbHON MEUIUHBI M yTBepkaeHa VI
Konrpeccom neauarpos Poccun, 2000)

. I'unokcnyeckune nopaxxenusi HHC:

A. LepeOpanbHas umeMus:
1) IepeOpanbHas umemust | crenenu (ierkas);
2) epeOpanphas umemus |l ctenenu (cpeaneit TsHKECTH);
3) Hepebpansuas umemus |l crenenu (Tspkenas);
B. BHyTpHuuepentbsie KpOBOM3IUSAHUS THIIOKCUYECKOTO TeHe3a:
1) BuyTtpmxkenynoukoBoe KpoBomsnusHue | cremeHu (CyOsmeHIuMab-
HOE);
2) BayTtpmxkenynoukoBoe KpoBousnusHue | creneHu (CyOsmeHIuMab-
HO€ + UHTPaBEHTPUKYIISPHOE);
3) BayrpuxenynoukoBoe kpoBousnusHue | cremeHu (cyOsmeHIuManb-
HOE + UHTPABEHTPHUKYISIPHOE + MEPUBEHTPUKYIISIPHOE);
4) [TepBuunoe cybapaxHOUIATFHOE KPOBOU3IHSHUE;
5) KpoBousnusiHue B BEIIECTBO IOJIOBHOTO MO3Ta (TapeHXUMAaTO3HOE);
C. CoueranHble uieMuyeckue U remopparundeckue nopaxenus [IHC (nerpas-
MaTHYECKHE).
1. TpaBmaTn4yecKkue NOpakeHUs HEPBHOM CHCTEMbI:
A BuyTtpuuepennas pogoBas TpaBMa:
1) OnuaypaibHOe KPOBOUBIUSHUE;
2) Cy0nypanbHOE KPOBOU3IHSIHUE:
- CynpareHTopuanbHOE;
— CyOtenTopuanbHoe (MHPPATEHTOPUATBHOE);
3) BHyTprkeny104koBoe KpOBOUBIHUSIHUE;
4) [TapenxuMaTo3HOE KPOBOU3IUSIHHE (TeMOpparnyeckuii uH(papKr);
5) Cyb6apaxHOuJaTbHOE KPBOOUBIIUSIHHUC,
B. PopnoBas TpaBmMa CIMHHOTO MO3Ta:
1) KpoBousnusiare B CiUHHON MO3T (pacTsOKEHHE, pa3phbiB, HAAPHIB) C
TpaBMoOii WK 0e3 TpaBMbl TO3BOHOYHHKA;
C. Ponoras TpaBma nepudepruieckoil HEpBHOM CHCTEMBI:

1) TpaBmaTuyeckoe NOBPEXKICHUE MJICYEBOTO CIUIETCHUS:
— [TpoxcumansHubIil THI Dpbda-/lromena (C5-C6);
- Huctansubiil Tun Jexepuna-Kmtommnke (C7-T1);
- Toranbubiit napanuy (C5-T1);

2) [ToBpexnenne auadparmansaoro Hepsa (C3-C5);
3) TpaBmaTuyeckoe MOBPEKICHHE JIULIEBOTO HEPBA;
4) TpaBmaTudeckoe mopaxxeHue Apyrux nepudepudecknx HepBOB;

1. Jucmeradoanyeckue U TOKCHKO-MeTadonueckue Hapymenust pynkuuii HHC:

A.

[Ipexoasiiue HapyeHUs: 0OMEHa BEIIECTB:

1) Anepnas xxentyxa (OmmupyOnHOBas SHIIEPaIONaThs);
2) lMunmornukemus;
3) I'mnomaruesemus;
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4) ['unepMarueseMus;
5) ['unokanpIueMus;
6) I'unonarpuemus;
7) l'unepuarpuemus;
B. Tokcuko-merabonnyeckue Hapymenus ¢pynkuii [IHC:
1) CocrosiHus, 00yCIOBIICHHBIC TTPUEMOM BO BpeMs OEpPEMEHHOCTH ajl-

KOroJjsi, TabakoKypeHue, yrnorpediieHne HApKOTUKOB U MEIMKAMEHTOB, BBI-

3BIBAIOILIUX 3aBUCUMOCTH;
Cocrosinus, odycnosnennbie aeiictBueM Ha [[HC ToxcuHOB (BHpYC-

2)

HBIX, 0aKTepUATbHBIX);
Cocrosiust, oOycinoBiennsle aerictBuem Ha I[[HC nexapcTBeHHBIX

3)

npenapaToB (WM UX COYETaHHE) BBEACHHBIX IOy WIIK HOBOPOXKICHHOMY;
V. ITopaxenune IHHC npu nHpeKIHOHHBIX 3200/IeBAHNSAX EPUHATATBHOIO MIEPHO-

aa:

A. [Topaxxenne [THC nipu BHyTpryTpoOHBIX HHpekuax (TORCH-cunapom, 3H-
nedanuT, MEHUHTUT, MCHUHTO9HIIe()aTnT):

1) [{uromeranoBupycHast HHDEKITUS;

2) I'epnernyeckas nHpeKIys;

3) Tokcormazmos;

4) Bpoxnennas kpacHyxa;

5) ECHO-BupycsI 1 1p.;

6) Cudunuc;
B. [Topaxxenne ITHC npu HeoHnaTanbHOM cericuce (MEHUHTUT, MEHUHTOYHIIe(a-
JIUT, BEHTPUKYJINT, SHIIE(PaAIINT);

1) CrtpenTokokKoBas HH(EKIHS;

2) CradunokokkoBasi HHPEKIIHS;

3) Konu-6akrepuanbHas HHPEKIHS;

4) Knebcuennesnast nupexius;

5) CuHerHoiHast UHEKIIHS,

6) Jlucrepuos;

7) Kanannos.

HEWPOLIUPKYJIATOPHAS TUCO®YHKIIAA
Hetipormupkynaropaas auchynkmus (HL/[) — xomruiekc reHepann30BaHHBIX HAPYIICHUH,

B OCHOBE KOTOPBIX JICKUT HEHPOIUCTpOPHUUECKHI Mpolecc, 00YCIOBICHHBI TeHETUYECKUMU U

npruoOpeTeHHBIMU (haKTOpaMH, MPOSBIAIOMIMNACA PACCTPOMCTBOM ONTUMAILHOTO B3aUMOJICHCTBUS

HEPBHOM CHCTEMBI U IPOLECCOB LUPKYJSALMY B OPraHU3Me U NIPUBOAIIUN HA ONPENCICHHBIX JTa-

nax WHAMBHYaTbHOTO PAa3BUTHUA peOEHKa K M3MEHEHUIO (DYHKIIMH Pa3IMYHBIX OPraHOB U CUCTEM C

dbopMHUpOBaHHEM OOPATHUMBIX MM HEOOPATUMBIX TTATOJIOTHYECKUX M3MEHEHUM.

Taomuua 47
PatGouas knaccupuxauusa HIUL y nereii:
dopma BereraruBHBIii cTa- | ApTepuajbHoe 1aB- Knunuyeckue
TyC JieHue MPOsIBJIEHUSI
I. Tlepsuanas HIIJI: C  npeobnamanmem | C aprepuanbHO rH- | Knuamueckne

HII/I Ha done reHeTHUECKOH

BaroTOHHWH.

IMOTCH3HEH.

JUardo3bl  HO30-
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TIPEPACTIONOKEHHOCTH;

HII/T na doHe pe3uayanbHO-OPTraHMIECKOTO
nopaxenus [THC:

- IEpUHATAIFHOTO TeHEe3a,

- TPaBMaTHYECKOTO I'eHe3a,

- HH(EKIMOHHOTO TeHe3a,

- TOKCUYECKOIO T€HE3a;

HII/I va poHe BepTeOpaIbHBIX HAPYILICHNH;
HIJ nHa ¢oHe IWCILIA3MH COCTUHHUTEIBHON
TKaHU;

HIJI sa ¢oHE TpaH3UTOPHOW TUCTIPOIIOPIIUH
pa3BUTHS;

HIJI ma ¢oHE HEBPOTHYECKOTO H3MEHEHHS
JIMYHOCTH;

HIIJI cmemanHoro rexesa.

II. Bropuunas HLIJI

(cuHAPOM B paMKax OCHOBHOT'O 3a00JICBaHU)

C npeodaiaHueM
CHMITATHKOTOHHH.

Co cMeIIaHHBIM TH-
IIOM  BereTaTUBHOM

IUCTOHUU

C aprepuaidbHOU TH-
MepTEH3HUEH.
be3 croiikux wusMe-
HEHHMM apTepuasbHO-
T'O TaBJICHUS

JIOTUIECKUX Gopm
u CHH/IPOMOB,
00YCIIOBJICHHBIX

HII/T (BTopruHBIX
MO OTHOILICHHIO K

HID)

WM CUHKOTMAbHBIMUA COCTOSIHUSIMU).
Iepuon: odboctpeHne, peMuccust

BapnaHTm TEYCHHS: SMHU30AUYCCKOC, IEPMAHCHTHOC (663 BCI'CTATUBHBIX KPU30B U CHUHKOIIAJIbHBIX COCTOHHI/Iﬁ),
MapoOKCU3MaJIbHOC (C BCI'CTAaTUBHBIMU KpU3aMH BarouHCYJISIPHOI'O, CUMIIATUKO-aJApPCHAJIOBOI0, CMCIIAHHOTO TUIIOB

B HacTosimee BpeMsi He00X0AMMO BbIIEJIATH ABe KanHn4deckue ¢gopmbr HIL:
— «riepBUYHYIO» (3cceHnmanbayto) HII/I, amarno3 KoTopoii siBIseTCs OCHOBHBIM;

— «BTOpUUHYIO» (cuMrnitomatnyeckyro) HII/I, oOycioBieHHyt0 KOHKPETHBIM 3a00JI€BaHUEM.
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